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TepMuHbI U onpeaeIeHUs

CunapoM xoJiecra’a — YMEHBIICHME WIM IIOJHOE IIPEKpALICHHE OTTOKA JKEJIYU
BCJIEJICTBUE HApYLIEHHUs €€ OOpa30BaHUs W/WIM SKCKPELUUH, IPUBOJAIIEE K IOBBILICHUIO
KOMITOHEHTOB K€JTYU B KPOBH U UX AC(PUIUTY B KUIICUHUKE.

CuHApPOM LIMTOJIM3a — MOBBIIICHUE YPOBHS TpaHCaMUHA3 (aTaHUMHAMHHOTpaHCchepassl,
acrnapTaTaMUHOTpaHC(epa3bl) B ChIBOPOTKE KPOBHU, CBSI3aHHOE C HAPYLIEHHWEM ILEIOCTHOCTH
MeMOpaH renaToLuTOB.

IleyeHOYHO-K/I€TOYHAS HEAOCTATOYHOCTL — HapylmeHue (YHKIUW TE€YCHHU,
OPOSIBIIAIONICECS CHIDKCHHEM anbOymuHa, (UOPHUHOTEHA, XOJIMHACTEPasbl, XOJIECTEPHHA,
[JIIOKO3bI, MPOTPOMOMHOBOTO MHJIEKCAa WIM YUIMHEHUEM IPOTPOMOMHOBOIO BPEMEHH,
YBEJIMUEHUEM MEKIYHAPOIHOTO HOPMAIM30BAHHOIO OTHOILIEHHUS.

3aganii SMOpMOTOKCOH (MM  3MOPHMOTAKCOH) — BPOXACHHOE IIOMYTHEHHE
nepu@epruyeckux OTAEJIOB POrOBUIIBI B BHJIE KOJbIA MOJIOYHO-0EJI0ro 1BETA, OTAEIECHHOTO OT
auMOa y3KOH MMOJIOCKOW MPO3payHOl TKaHH.

Ba6oukoBuIHBINH MO3BOHOK - CarMTTAJIbHBIA Je(EeKT Tesa M03BOHKA, 00YCIOBIEHHBIN
HapyIICHUEM CIUSHUS JIBYX JIaTePAIbHBIX [IEHTPOB XOHAPH(PHUKALINN B TPOLIECCE YMOPHOTreHe3a

(Ha peHTreHorpaMMe MO3BOHOK UMEET BUJI «ICTSIIEH 0a00UKN»).

®udpo3 mevyeHn — M3OBITOYHOE Pa3paCTaAHHE COCIMHUTEIHHON TKAaHU B MOPTaIbHBIX
TpakTax ¢ ((OPMUPOBAHUEM CEIIT.

Ilnppo3 nmeyeHn — CTPYKTYpHas MepecTpoiika TKaHU NeueHH ¢ 00pa3oBaHMEM Y3JIO0B-
pereHepaToB U HapylIeHHEeM KpOBOOOpAIEeHUsI B HUX.

IHopranbHasi runepreH3usi — CTOMKOE MOBBILICHHE JaBJIEHHUS B OacceliHE BOPOTHOM
BEHBI, BBI3BAHHOE HApYIIEHUEM KPOBOTOKA Pa3JIMYHOTO INPOMCXOKIAEHUS W JIOKAIU3aLued B
MOPTaJIbHBIX COCYZaX, IEUEHOUYHbIX BEHAX U HUKHEW ITOJION BEHE.

I'unonyiazusi BHYTPHUIIEYEHOYHBIX KeIYHBIX NMPOTOKOB - YMEHbBIIEHUE KOJIUYECTBA

W/ pasMepa MEKIOJBbKOBBIX KCITYHBIX ITPOTOKOB.



1. KpaTkas nagopmManus mo 3a00J1eBAHNI0 UM COCTOSTHHUIO (rpynme

3a00J1eBaHUIl UM COCTOSIHUIA)

1.1 Onpeaejaenne 3a00j€BaHUsl WM _COCTOSIHUS _(Tpynnbl__3a00JIeBAHUI WU

COCTOSIHM)

HeonaranbHbplii Xonecta3 — HapylleHHE SKCKPETOpHON (YyHKUIMU renaToOMIHapHOM

CHCTEMBbI B HEPHOJIC HOBOPOXKAEHHOCTH, HNPHBOJSIIEE K ITOBBILICHUIO KOMIIOHCHTOB JKEIYU B
KPOBH U MX JIe(PULIUTY B Kuleynuke [1-3].

CUHOHHMMBL: TUIEPOMIMPYOUHEMUS] HOBOPOXKIEHHBIX, OOYCIIOBIICHHAs HapyLIICHUEM
9KCKpelnH OWIMpyOHHa; NpsiMasi TUIePOHIHPYOUHEMHST HOBOPOXKIEHHBIX; CHHAPOM CIYLICHUS

KCIIYU.

1.2 DTHOJIOrHS ¥ IATOreHe3 32001eBAHNS MM COCTOAHUA (IPYIIILI 3200J1€BAHMH WJIN

COCTOSIHMH)

MOp(i)O(bYHKHI/IOHaJ'IBHHC 0COOEHHOCTH ITEUYEHH U )KETYHBIX ITPOTOKOB Y HOBOPOKACHHBIX

JeTeil XapaKTepU3yIOTCS BBICOKMM YPOBHEM CHHTE3a JKEIYHBIX KHCIOT ¥ HE3PENOCThIO HX
NICYCHOYHO-KUIICYHOH IMPKYJSIUH, IPEIpacrojiaraloT K HapyIIEHHIO OTTOKa JKeImdu. Y
HOBOPOXKJICHHBIX JIETe OTMEYAaeTCs HECOOTBETCTBUE MEXY IOBBIIICHHOW TMPOIyKIHUEH
OunMpyOrHa, KETYHBIX KUCIOT U IPYTUX KOMIIOHEHTOB ET4d ¥ OrPAaHUYEHHOH CIIOCOOHOCTHIO
K UX BBIBEJICHHIO M3 opraHu3Ma. B Hopme Ha 4-7 CyTKH >KHU3HH 00pasyeTcs HaMHOTO OOJbIe
KEITYHBIX KHUCIIOT, 4YeM Yy B3pOCHbIX. JKemyHble KHCIOTHI HOBOPOKICHHBIX HAa3bIBAIOTCS
«aTUMHYHBIMUY B CBS3M C HAIWYMEM Ha MX IMOBEPXHOCTU JOMOJHHUTEIBHBIX THIPOKCHUIBHBIX
TPy, YMEHbIIAOMUX UHJIEKC UX TOKCUYHOCTH, U BMECTE C TEM 3HAUUTEIBbHO CHIDKAIOLIMX UX
XOJIEKUHETUYECKYI0 aKTHUBHOCTb. OTHOCUTENbHAsE HE3peNoCTh (DEPMEHTHBIX CHCTEM II€UYCHH,
00eCTIeYnBarOIINX 3aXBaT KOMIIOHEHTOB JKEITYH M3 KPOBH, UX BHYTPUKIIETOYHBIH TPAHCIIOPT U
OKCKPENHI0O BO BHYTPUIICUCHOUYHYIO JKEIYHYIO CHCTEMY, MOBBIIIEHHAs MPOHUIIAEMOCTb
MEKKJIETOUHBIX COEIMHEHHH, HU3Kast SKCKPETOpHAasi akTUBHOCTh IO JKETUEBBIBOAAIICH clcTeMe U
MOBBIIIIEHHAsT peadcopOIUs KOMIOHEHTOB JKETYH B KHUIIEYHHKE CIOCOOCTBYIOT MEJICHHOMY
BBIBEJICHHUIO KU M TOBBIINIEHHOMY COJIEPIKAaHUIO JKETUHBIX KHUCIOT U IPYTUX KOMIIOHEHTOB
KE€TTYM B KPOBU. DTO TPOSBISETCS Y HOBOPOXICHHBIX JETEH OTHOCHUTEIFHBIM YBEINYCHHUEM
pa3MepoB IMevYeHu (10 2 ¢M HIKe pedepHON AyTrH), MOBBILICHUEM MPAMOM Gpakuuu OunupyonHa
10 15-20% ot ypoBHs 06111ero, 605ee BBICOKHM coiepxanneM B KpoBH ¢pepmeHToB — LD, I'TT u
KETTIHBIX KHCIOT M MOXET PacCMaTpUBATBhCS B 3TOT MEPHOJ KaK MOTPAHUYHOE COCTOSHHE -

q)HSI/IOHOFI/I'-IeCKHI\/'I X0JieCTa3 HOBOPOXKICHHBIX. IlonHoe craHOBICHHE MEXaHNU3MOB 06p330BaHI/I$I



KETYM M €€ MEUYCHOYHO-KUIICYHOW NUPKYISINH 3aKaHYMBACTCS II0CIEe MECSYHOTO BO3pacTa,
JIOCTHTast YPOBHSI B3pOCIIOro K 3-6 mecsuam xu3uu [4—6].
[TpryrHOI HEOHATAIBHOTO X0JIECTa3a MOXKET ObITh:
- BreneuéHouHas nepuHaTaNbHas NATOIOTHS
— 3aboseBaHMs ICUYCHH U KETUYEBBIBOISAIINX IPOTOKOB
OcHoBHBIE 3a00JI€BaHUs, MTPOSBIISIOMINECS HEOHATAIBHBIM X0JIECTa30M IMPECTABIICHbI B
tabnuue 1.
Tadamua 1. 3a0oeBaHus NEUYCHH U JKEITYHBIX MPOTOKOB, MPOSBIISIOMINECS CHHIPOMOM

X0JICCTa3a Y HOBOPOKIACHHBIX ,Z[CTGI;'I.

1. HeoHnaranbHbIl X0JecTa3, 00yCIOBICHHBI BHEICUEHOYHOW ITEPUHATAIBLHOM IMaTOJI0THEH
2. 3aboneBaHUA C MPEUMYILIECTBCHHBIM MMOPAKEHUEM BHETICUEHOUHBIX JKEITYHBIX TPOTOKOB!
= bunmapnas atpesus
= Kwucra 00m1ero KeI9HOTo MPOTOKa
= OKemuHble mpoOKH W/WIKM KaMHH OOLIETO KEITYHOTO MPOTOKA.
» (CpaaBreHue oOIIETo KETIHOTO MPOTOKA.
3. HeoHnaranbHblli TenaTur:
e Uudexnuonnsie 3a00neBanus (BUPYCHbIE, OaKTepHaIbHBIC, BBI3BAHHBIC TPOCTESHIITIIMH)
e TokcHYECKOE MOPAXKEHHUE NEYEHU
4. 3aboneBaHusi € MPEUMYIIECTBEHHBIM MOPAXKEHUEM BHYTPHUIIEUEHOUHBIX JKEIYHBIX
IIPOTOKOB:
= CUHAPOM AJaKHILIS
» HecunpomainbHast (popMa runoriasui BHyTPUIIEYEHOUHBIX JKETUHBIX IPOTOKOB
= [IepuHaTaIbHBIN CKIEPO3UPYIOLIUN XOJAHTUT
= [IosiHOE MapeHTepanbHOE NUTAaHHUE
5. Ilporpeccupyromuii ceMeiHbI BHYTPUIIEYEHOUHBIN X0JIeCTa3
6. XpomocoumHsle HapymeHus (Tpucomus 13, 17 unu 18 xpomocom)
7. Meraboauyeckue HapyIICHHUS:
* HapymeHue cCMHTe3a )KEeTUYHBIX KUCIIOT, CBSI3aHHOE JIeUIIUTOM (pepMeHTa
= Jlepunut a-l-anTuTpUIicuHa
= [amakrozemus
= Tuposzunemus
= HeoHaranbHBI T€MOXPOMATO3
* [urpynuaemus 2 Tuna
= bose3ns Bonbmana
* bonesnr Humanna-Iluka tun C
* MuToXoHIpUaIbHbIe 00TIE3HU
=  MykoBucIMa03
= bonesns Jlyouna —/xoHcona, Potopa
=  Aptporpunos
= [lepokcucomarnbHble HapylieHus (cunapoM LlensBeiirepa u np.)
8. DHIOKpWHHBIE HAPYIICHUS
= [unonurynrapusm
= [‘unotupeo3
9. PenwmauBupyronmii 106poKaueCTBEHHbIN BHYTPUIIEYCHOUYHBIH X0JecTas




B cooTBercTBYyOIUX AEHCTBYIOMUX KIMHUYECKMX PEKOMEHJALMIX MOAPOOHO ONUCAHbI
takue 3a0onieBanus kak ['amakroszemus [7], Tuposunemus [8], bonesnr Humanna-ITuka tumn C
[9], MykoBucinno3[10] u 'mnotupeos [11].

[IpyunHaMu cuHApPOMa XOJecTa3a B HEOHTAJBHOM IE€PUOAE MOTYyT OBITh Kak
TPAH3UTOPHBIE COCTOSIHUA, CBS3aHHBIE C TSKEJIOW NEepUHATAJIbHOW MaTojorued M uHdekuuy,
NPOSIBIIIONINECS TeMaTUTOM, TaK M Psi BPOXKACHHBIX 3a00JIEBaHMIA IE€YEHU BCIIEIACTBHE
AHOMAJIMK Pa3BUTHS SKEITUCBBIBOASAIICH CHCTEMBI, HApyIIEHHs CHHTE3a H/HIM TpPaHCIOPTa
KOMIIOHEHTOB JK€lI4d M MeTabosindeckue 3abosneBaHusa. Hexoropele 3aboseBaHus, Hauboiee
4acTO BCTPEUArOIUeECs U/ UM uMeroIye 3(pQpeKTUBHbIE METOABI JICUEHUS, IPEJICTABICHBI HIKE.

1. HeonaranpHblil xosnecta3, OOYCIIOBICHHBI BHENEUEHOUHOW I€pUHATAIbHON
MATOJIOTUEH — HAPYIICHHE SKCKPETOPHON (YHKIUHM TeNaTOOWIMAPHOW CHCTEMBI, BBI3BAHHOE
COBOKYITHOCTBIO MATOJIOIMYECKUX M ATPOr€HHBIX (PAKTOPOB MEPUHATAIBHOIO MEPUO/Ia, a TAKXKe
MOpGO(QYHKIIMOHAIBHOM  HE3pEeNIOCThI0 TMEYeHH. B CTpyKType BHENEYEHOUHBIX HPUYHMH
(GopMUpOBaHHS HEOHATAJILHOTO  XOJECTa3a BeAylllee MEeCTO 3aHUMAalT  COCTOSHUSA,
COIIPOBOKIAIOIIMECS PA3BUTHEM THUIIOKCHM WJIM HIIEMHH TeNaTOOMINAPHOW CHCTEMBI,
runonepdysueit  kenymouHo-kuiiedHoro  tpakta  (OKKT), croiikoit  rumorimukemmueit
METa0OJMUYECKUM  alUJ030M M 3aCTOMHOW  CepAEYHO-COCYIUCTOH  HEJOCTAaTOYHOCTHIO.
Hapymenue skckperopHoi (DyHKIMHM TenaToOMIMapHONH CHUCTEMBI MOXKET OBITh OOYCIIOBIECHO
NOBBILIEHHBIM cojiepkaHueM Ounupyouna npu ['bBH, BcineacTBue 3HAUMTENBHOTO M3MEHEHUS
KOJUIOUJHBIX CBOWCTB JKEJIYM, IIOBBIIICHUEM €€ BI3KOCTH, a B PsAC CIIy4acB BCIEIACTBUE
HEMOCPEJCTBEHHOTO0 TOKCHYECKOro JAEUCTBUS OWIMpyOMHA Ha MeMOpaHbl TelnaToOLUTOB U
MUTOXOHJIPHH KJIETOK. BaxkHOE MeCTO 3aHMMAIOT CUCTEMHBIE U JIOKAJIM30BaHHbIE OaKTepUaIbHbIE
MH(EKINHY, 3allyCKaIol[Me CHUHTE3 U IKCKPEIHIO CI0XKHOI0 Kackaja MEIHaTOpOB BOCHAJIEHUs
Kyn(epoBCKMMHU KJIETKaMH, a TAKXKe IelaTOLUTaMH U SHA0TeIHaTIbHBIMU KJIETKaMH CUHYCOUJIOB,
OKa3bIBAIOLINX HEMOCPEICTBEHHOE BIMSIHME Ha 0Opa3oBaHME M HKCKpeuuto kémuu. JleueOHbIE
MEpOIIPUATHS, IPOBOJMMBIE HOBOPOXKIEHHBIM B YCIOBHAX OTAEICHUA pPEaHUMALUU H
WHTEHCUBHOU Teparnuu HoBopokaAEHHBIX (OPUTH), BKITIOYAIOT NOTEHIIMATIBHO IeaTOTOKCHYHBIC
JIGKapCTBEHHbIE CpENCTBa, cpenacTtBa s mnapeHtepanbHoro mnutanus (I1IT). Onm Takke
CHOCOOCTBYIOT HApYHICHHIO (YHKIHMOHAJIBHOIO COCTOSIHHSI TeNaTOOMJIMAPHOW CHCTEMBI.
Pa3Butre xonecrasa yaiie OTMEYAOT Y HEAOHOUIEHHBIX HOBOPOXIEHHBIX IPU OJHOBPEMEHHOM
JENCTBUM HECKOJBbKUX IaTOJIOTUYECKUX U STPOTEHHBIX (AaKTOpPOB Ha (DPYHKLHIO TMEYEHH U
COCTOSIHME JKEITYHBIX ITPOTOKOB. B OCHOBE 3THX M3MEHEHUH JIEKAT pa3IMYHBIE NECTPYKTUBHbIE
U3MEHEHHUS JKEITYEBBIBOIAIIMX TPOTOKOB, HAPYIIEHHUS POHUIIAEMOCTH MEMOpaH renaToluToB U

MEXKJIECTOYHBIX COSIMHEHUM (B OOJIBIIIMHCTBE CJIy4acB 06paTI/IMLIe) . (DOpMI/IpOBaHI/IC



HEOHATAJIbHOI'O X0JIECTa3a Ha (JOHE BHENEUEHOUHOW NEpUHATAIBHOMN MaTOJOTMH XapaKTEpHO IS
nepuoja  HOBOPOXKIEHHOCTH, TaK Kak HMEHHO B 3TOM  BO3pacTe  CYUIECTBYET
Mopho(yHKIIMOHAIbHAS HE3PEJIOCTh TeNaTOOMIMAPHON CHCTEMBl — pe3yJabTaT COYETaHHOTO
JCHCTBHUS MATOJIOTHYECKUX U ATPOreHHbIX (hakTtopos [1,4,12-14].

2. 3a060s€eBaHus ICUEHH U )KETUYEBBIBOASIIUX IPOTOKOB

B 3aBucuMocCTH OT ypOBHS NOPa)KEHUS I'eNaTOOMIMAPHON CUCTEMBI MPUHATO BBIIEISTH
00J1€3HU, POSIBIISIIOIIMECS BHEIIEUEHOUHBIM U BHYTPUIIEUEHOUHBIM XO0JIECTa30M.

[TprurHaMu BHENEYEHOUHOrO X0JIeCcTa3a Y HOBOPOKIEHHBIX MOTI'YT OBITh!

=  bunmapnas arpesus (BA).

» Kucta 00miero ,em4Horo npoToka.

= «©Kemuynble NpoOKU» WM KAMHH JKEIUYHOTO MPOTOKA.
= (Cpasnenue oOLIETo KETYHOTO NMPOTOKA.

2.1 bunmapnas artpesuss (bBA) — mporpeccupyromas obauTepanys BHENEYEHOUYHbIX
KEITYHBIX MPOTOKOB, HAYMHAIOWIASICS B MEPHOJ BHYTPHYTPOOHOTO pa3BUTHS, C MOCTEICHHBIM
BOBJICUEHUEM B IIPOLIECC BHYTPUIICUEHOUHOM JKETUHOM cUcTeMBl U (POPMUPOBAHUEM OMIIMAPHOTO
uppo3a. B Hactosimiee Bpemsi sTuojorus He scHa. OOCYXTaroT TEOPHUIO MOpOKa pa3BUTHI,
BUPYCHYIO, T€HETUYECKYIO U Apyrue. OTCYTCTBUE NMPOXOAUMOCTH JKEMUHBIX ITyTeH MPUBOIUT K
HAKOIUICHHWIO KOMIIOHEHTOB JKE€IYM B TeNaTOOMIMApHOM CHCTEME U TIOBBIILIEHHOMY HX
NOCTYIUIEHUIO B KpOBb. JKenub HE MOCTYNAeT B KUIIEYHUK M, KAaK CJEJICTBUE, HapYLIarOTCs
IIPOLIECCHl  TIEPEBAapUBaHUs M  BCACBIBAHHUA JKMPOB M KMPOPACTBOPUMBIX BUTAMHHOB.
OnpenenéHHyro posib B mnaroreHe3e bA wurpaer ummyHHas cucrema. llpm mnposeneHun
UTOXUMHUYECKOIO HCCIIEOBaHUS OuoNTaTa TIE€YEHW BBIABISAIOT KIETOYHBIE MapKEPhI
BOocrajieHusi, U, B ToM uucie, CD14-nonoxurensHpie Makpodaru, 3amyckaroliyue BbIpabOTKY
KacKa/lla UMMYHOJIOTHYECKHUX PEaKLil. DKCIIpeccrus BHYTPUKIETOUHBIX aATre€3UBHBIX MOJEKYI [
THUIIa CIOCOOCTBYET (POPMUPOBAHUIO JTEUKOLIUTAPHBIX AHTUT€HOB-BOKPYT KETUHBIX TPOTOKOB, UTO
B CBOIO OYepe/lb 3allyCKaeT IUTOTOKCUYECKYIO «IuMouUuTapHyto ataky». IIponecc BocnaneHus
AMUTENUANBHBIX KJIETOK JKETUHBIX IPOTOKOB COMPOBOKIAETCSI aKTUBHOW BBIPAOOTKON pOCTOBOTO
dakTopa, CTHUMYJIUPYIOLIETO TPAaHCKPUIILMIO KojutlareHa | Tuma, Jexamiero B OCHOBE
nepuayKTaibsHoro puoposa. Beinenstor yetsipe Tina 3adoneBanust: I tun (3%) — atpe3us TOIbKO
obmero >x€myHoro mportoka; Il Tum (6%) — KucTta B BOpPOTax IEYEHHU, COCAMHEHHAS C
BHYTPUINIEUEHOUHBIMU KEMUHBIMU TipoTokamu; III tunm (19%) — arpe3us neBoro u mpaBoro
NEeUYEHOYHBIX TPOTOKOB, KETUHBIHN My3bIPb, MY3bIPHBIA U OOIIUH KETYHBIN TPOTOKU MPOXOIUMBI;

IV tun (72%) — atpe3us Bcei BHeneu€HOYHOM cuctembl [15,16].



2.2 Kucra 00111ero *eJI4HOTO MPOTOKAa — BPOXKIEHHOE PACIIMPEHHE )KEITYHOTO MPOTOKA,
KoTopoe B 2—5% ciy4yaeB BbI3bIBAE€T IIOJHOE HApYLIEHHE IMPOXOJUMOCTH KEIYEBBIBOIAIIMX
IPOTOKOB M MOET OBITh NMPUYMHON BHEMEYEHOUHOrO XousiecTa3a. IlepBUYHbBIE KHCTBI OOIIEro
KEITYHOTO NPOTOKa OOYCIOBJIEHBI M3HAYalbHBIM HCTOHUEHHEM WM OTCYTCTBHEM MBILIEUYHOU
CTEHKM M 3aMellleHueM €€ COEAMHUTENIbHOM TKaHbi0. BTOpHUYHBIE — IOPOKOM pa3BUTHS,
(GhOopMUPYIOLIUMCS B IIEPHOJT 0OPATHOTO PAa3BUTHS COJIUTHON CTAANK dYMOpUOreHe3a (B mepuos 3—
7 Hen.). Bo3Hukaromue npu 3TOM neperuObl, CTEHO3bI WK KJIalaHbl KOHEYHOT'O OT/Iea OOIIEero
KEITYHOTO MPOTOKA MPHUBOJAT K €ro pacUIMPeHHI0, HCTOHYEHUIO CTEHKU. XapaKTepHBI
U30JIMPOBaHHbIE PACHIMPEHUS TOJBKO OOILEro »KEeIYHOro MPOTOKa 0e3 BOBIEYEHHUS B IPOLECC
Iy3BIPHOTO MPOTOKA M CTEHKU KEIYHOrO My3bIpsi. Bo3MOXKHO Takke aHOMalbHOE COEIMHEHUE
KHUCTBI C MaHKPEATUYECKUM MPOTOKOM; CUMTAETCS, YTO 3a0pOC MaHKpPEaTUYEeCKUX (PEpPMEHTOB B
OoOImMH KETUYHBIH MPOTOK CIOCOOCTBYET Pa3BUTHUIO KHCTHL. Ilpu coueTaHum KucCThl 0OILIEero
KETYHOTO MPOTOKA C HapYIIEHUEM NPOXOIUMOCTH JKEITYHOM CUCTEMBbI IATOI€HE3 HE OTIMYaeTCs
oT TakoBoro mpu bA. B ocTanbHBIX Ciydasx 3acTOW KEJIYU B PACHIUPEHHOM KEITYHOM MPOTOKE
IPUBOJIUT K U3MEHEHHUIO €€ KOJUIOUJAHBIX CBOWCTB, OBBIIIEHHON BA3KOCTHU U HEMOJIHOMY OTTOKY
xKemuu. JIuTenbHOe COXpaHEHHE JKeJYM B IPOTOKAxX IpejapacrojiaraeT K HH(EKLHOHHBIM
OCJIOXKHEHHUSIM C Pa3BUTHEM XOJIAHTUTA.

2.3. HeonaranpHblil renmatut (BpOKACHHBIN renatut, (eTaabHbId TeNaTUuT) - MaTOJOTHs
nedyeHn HWH()EKIMOHHOW NPHUPOJBl B TEPUHATAIBHOM M TOCTHATAIBHOM Iepuojae. Bupycs
(LMTOMErayuIOBUpYC, BUPYC KpacCHYXH, BUpYC repreca, Kokcaku u apyrue, BUpychl renatura B,
C), 6akrepuu (muctepuun, Micobacterium tuberculosis u npyrue), npocreiinie (Tokcormasma), a
taroke Treponema pallidum u np. MoryT crath mpuuYuHOM renaruTa. ['emaTtuTt, pe3BUBIIUICS Ha
(doHe TeueHUs1 HEOHATAJIbHOTO CEICUCa, Yallle BbI3BaH TEMH XK€E, YTO U CEICUC, BO3OYAUTEIIMHU.
BrIicokuii puck 3apakeHHs IUI0AAa M HOBOPOKIAEHHOIO FeNaTUTOM B CyliecTByeT pH ClieIyroIux
yCIOBUAX: pa3BuTHE ocTporo remaruta B y wmatepu B |l Tpumectpe OepemeHHOCTH;
HocutenbcTBO Marepbto HBsAQ B coueranuu ¢ nonoxxkurenbHsiM HBEAQ u oTcyTcTBHEM aHTH
HBE; BosiBnenuem JIHK renmatuta B metomom ITLP. Beicokum tuTpom antu-HBcor. B ocHoBe
naToreHe3a JISKUT crHeludHuuecKas BOCHAJIMTENIbHAs peaklus B OTBET Ha HMH(UUIUpOBaHHE
MUKpPOOPraHW3MaMH, TPOIIHBIMU K renatountaM. HeoHaTtanbpHbI X01ecTas IUTOMEralOBUPYCHON
ATHOJIOTUM TMOJAPOOHO TPEACTaBI€H B KIMHUYECKUX peKkoMeHaauusax «BpoxneHnHas
[IUTOMETaJOBUpyCHast HHpeKius» [17].

2.4 CunznpoM Anaxwuis (CuHApoManbHas (opMa TUIOIIIA3UU BHYTPHUIIEYEHOUHBIX
KETYHbIX MPOTOKOB, apTepUOINEUEHOUHAsl IUCIUIA3Us) - CHHApOMaibHas (opMa MaTOJIOTHH,

BKJIrO4aromias COY€TaHUuEC HE MCHCC TpéX U3 IIATU OCHOBHBIX ITPU3HAKOB! XpOHI/I‘-IeCKI/Iﬁ XoJjecTas,
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B OCHOBE KOTOPOTO JIEKHUT BPOXKAEHHAS TMIIOIUIA3Usl BHYTPUIICYEHOUHBIX KEITYHBIX IMPOTOKOB,
CEpJICYHO-COCYIUCThIC JePEKThl, aHOMAJIUH IMO3BOHOYHUKA, Je(EKThl TIJa3, XapaKTepHbIC
yepenHo-auieBbie npusHaku[18]. CunapomM ANaXWILIS UMEET ayTOCOMHO-JIOMHHAHTHBIA THII
HacseaoBaHus. [ eHHbIi neeKT CBsA3aH C YaCTUYHOM JIeeluel KOpoTKoro mieda 20 XpoMOCOMBI
[20p11-12] rne nokanuzyetcs Jaggedl (JAGI1) ren. Pexe BBIABISICTCS MyTallud B IPYrOM TEHE,
HazpiBaeMOoM NOTCH2. B ocHOBe W3MEHEHMH MEUEHU IpPU CHUHAPOME AJXKWIUIA JIEKUT
BPOXKJIEHHASI THUIOIUIA3Usl BHYTPUNECUEHOUHBIX JKEMYHBIX MPOTOKOB, CTENEHb BBIPAKEHHOCTHU
KOTOPOM MOKET IINPOKO BAPbUPOBATH U ONPEAEIIATH KaK BpEMs OSIBJICHUS ITEPBBIX KIMHUYECKUX
CUMITOMOB, TaK H, POTHO3 3a00JieBaHusl. [ nnomnasus BHyTpUIIEYEHOUHBIX JKETUYHBIX TPOTOKOB
3aTPyIHSET OTTOK YKEIYH, YTO MPUBOJUT K HAKOIUICHUIO €€ KOMIIOHCHTOB B IeMaToOMINapHON
CHUCTEME U TIOBBIIICHHOMY IIOCTYIUICHHIO B KpoBb. C JIpyroil CTOPOHBI, HEAOCTATOYHOE
MOCTYIIJIEHUE KEeJIYM B KUIIEYHUK MPUBOAMUT K HAPYIICHUIO MPOLECCOB BCACBIBAHUS KUPOB U
YKUPOPACTBOPUMBIX BUTAMHUHOB.

2.5. HecunnpoManbHas ¢opMa THIOIIA3WH BHYTPUIICYCHOYHBIX JKCITYHBIX IPOTOKOB
YCTaHABIIMBACTCSl MPH OTCYTCTBHHM XapPaKTEPHBIX IS CHHApPOMA AJIKWILIS aHOMAIHA H/WIN
MIOPOKOB pa3BUTHs, NaTOoreHHbIX BapuaHToB reHax JAG1 u NOTCH2, a taxxe npu BbISBIICHUU
TUNOIJIa3UU TPU THCTOJIOTUYECKOM HCCIEIOBAaHUM OHUONTaTa MEYeHH. DTUOJIOTHS JAaHHOTO
3a00JIeBaHNs HE YCTAHOBJIEHA, CYIIECTBYET MPEIOJIO0KEHUE O COYETAaHHOM ACHCTBUM LIEIOI0
psAna TepaTOreHHBIX (HAaKTOPOB HA 3aKIaNKy U (OPMHpPOBAHWE BHYTPUIICUCHOYHBIX JKEITUYHBIX
npoTokoB. CrefyeT Takke OTMETUTh, UYTO JaHHBIA THCTOIOTWYECKUN MPU3HAK MOXKET OBITh
OJIHUM W3 TPOSBIEHUN Apyrux 3a0olieBaHU, 1 B TOM 4HcIe WH(MEKIMOHHBIX Oole3Hen
(xpacuyxu, lIMB u cudunuca), merabonuuecknux HapylieHui (aeguuura a-l-aHTUTpUIICHHA,
MYKOBUCIIM/I03a), OSHJIOKPUHHBIX HapylmIeHUH (TUNOMUTYUTApU3Ma) M XPOMOCOMHBIX
3a0oneBanuii (Tpucomus 18 u 21 xpomocom). B cBsi3u ¢ 3TUM NHpU BBISBICHUH THUIOIUIA3UU
BHYTPUIICYCHOYHBIX KEITYHBIX MPOTOKOB CIIEyeT O0OpaTUTh BHUMAaHHE Ha XapaKTepHBIE I ATHX
MOPAKEHUM KIMHUKO-Ta00paTOpHbIE MPU3HAKKU U TPOBECTU JIOTIOJHHUTEIbHBIE HCCIEIOBAHUS.
Uckmrouenne »tux 3a00eBaHUN CIY>)KHUT OCHOBAaHUEM JIJisi YCTAHOBJICHHS] HECUHIIPOMAJIbHOU
(MIMOMATUYECKOW ) THITOTUIa3UN BHYTPUIIEYEHOUHBIX JKETTYHBIX TPOTOKOB.

2.6. Ilporpeccupytomuii cemelHblii BHyTpUIieueHounslid xonectas (IICBX) — ato kmacc
XPOHUUYECKHX  XOJIECTATUYECKUX 3a00JICBaHUN TICYCHH, OOYCJIOBJICHHBIX TE€HETHYECKH-
JNETEPMUHUPOBAHHBIM ~ HAPYIICHHEM CTPYKTYPbl KaHAJIbIIEBOM MeMOpaHbl TemaToIHTa,
MPUBOJIAIINM K HAPYIIEHUIO IKCKPEIUH JKETUHBIX KUCIOT W/WINA APYTUX KOMIIOHEHTOB YKEIUH.
Ha ceropusmiauii MomeHT BbiessiioT 10 12 tunos [ICBX (Tao6muna 2) [19-27]. Tem He menee

HanOoJiee U3y4eHHBIMU SIBIIsIIOTCS 5 TUmoB: 1 Tun (6osie3ns baitnepa), 2 tun (cunapom baiinepa),
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3 tun (nedunur MDR3-rena), 4 tun (nedumur TIP2 rena), 5 tun (nedunur dhapuesongHOTO

peuentopa X).

Taomauna 2. Tuner IICBX

Tun Benok (ren) Dyuknusa 0eka

[ICBX-1 FIC1 (ATP8B1) [Monnepxanne aMmMuHOMOCHOIUTTUIOB MEMOPAH KIIETOK
U, B TOM 4YHCJIE KaHAJIBIEBOW MEMOpaHbI T'€laTOLUTOB,
OTBETCTBEHHBIX 32 HKCKPELHUIO JKEITYHBIX KUCIIOT U APYTHX
KOMITOHEHTOB JKEJITUH.

[ICBX-2 BSEP (ABCB11) DKCKpeUHUst )KeTYHBIX KUCIIOT U3 TeMaTOIUTOB B KEITUYHbIC
POTOKH

I[ICBX-3 MDR3 (ABCB4) OtBewaer 3a TpaHCopT (GocHOTUAUIXONHHA Uepe3
KaHAJIBIIEBYIO MEMOpaHy TenaTonuTa

[ICBX-4 TJP2 (TJP2) COCIIMHSET TPAHCMEMOpPaHHBIE OCJIKH TIOTHBIX KOHTAKTOB
C AaKTHHOBBIM IIUTOCKEIETOM, HEOOXOAMMBIC IS
HKCKPEINH JKEITUYHBIX KHCIOT

IICBX-5 FXR (NR1H4) TpancoptupoBka  Oenka BSEP w3z DIIP B
IUIa3MAaTHYeCKyI0 ~ MeMOpaHy,  OTBETCTBEHHOTO  3a
OKCKPEIIUIO KEITIHBIX KUCIOT

I[1CBX-6 SLC51A/OSTa(SLC51A) | PeabGcopOuunu sKeTYHBIX KHCIOT B KUIICUHUKE

I[ICBX-7 USP53 (USP53) SIBnsercs OenKOM IIOTHBIX KOHTakToB TJP1 m 2,
YYaCTBYIOUIMX B 9KCKPEIIUH JKEITIHBIX KACIOT

I[1CBX-8 KIF12 (KIF12) P
e

I[1CBX-9 ZFYVE19 (ZFYVEL9) HewnsBecTHO, MOXKET PETyINpPOBATh NOISAPHOCTH PECHHUYEK
Y XOJIAHTHOIIUTOB

[ICBX-10 | MYO5B (MYOS5B) VY4yBCcTBYeT B MOJSpU3ALMM SMUTEIHAIBHBIX KIETOK, a
taroke Jnokanuzarmu BSEP Ha kananbiieBoit MemOpane

I[ICBX-11 | SEMATA (SEMATA) HeusBecTHO,  MOXET  peryJIMpoOBaTh  IKCIPECCHIO
KaHaJIbLIEBBIX MEPEHOCUNKOB JKEITYHBIX KHCIOT

I[ICBX-12 | VPS33B (VPS33B) Perynupyer mnonsgpHOCTh TeNaTOUUTOB U  (YHKIHUU
JKEITYHBIX KaHAIBIIEB.

HapymeHHe OKCKPCHUHU KCITIHBIX KHUCJIOT A/ Un APYrux KOMIIOHCHTOB KCJIYHU IIPUBOAUT

K HMX HAKOIIUICHHWIO B ICIIaTOIIMTAax. I[OCTI/Il"aH onpeneneHHofI KOHICHTpAIMN B TICIIATOLUTAX,

KOMITOHCHTHI KCJIYU BBIXOAAT B KPOBb, OKA3bIBAA IIPU 3TOM TOKCHUYCCKOC JIEeHCTBHE. OTCYTCTBI/IC

win nepunut XK B KullleyHMKe NMPUBOIUT K HAPYIIEHUIO MPOIECCOB BCACHIBAHUS >KUPOB U

JKAPOPACTBOPUMBIX BUTAMHUHOB.

2.7 HapyiieHue cuHTe3a JKETYHBIX KUCIOT BCIEACTBHE (DEPMEHTOINATHH - TPYIIa PEAKHX

HaCJICACTBCHHBIX 33.60JICB8.HPII>'I, B OCHOBC KOTOPBIX JICKUT ,Z[C(I)I/II_II/IT q)CpMCHTa, MMPpUHUMAIOIICTO

Y4aCTUuC B CHHTE3C MEPBUYHBIX KCIYHBIX KHUCIIOT. B 3aBucumoctu ot )Ie(bI/IHI/ITa TOM WM MHOH

(bepMeHTHOI cucTeMBbI BBIIEIAIOT 9 3a001eBaHmii, A1 2-X U3 KOTOPBIX olMcaHa MaHudecTaus B

HEOHaTaJILHOM repuoie (Tadmuia 3).
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Tabdauuna 3 BpoxaeHHbIE HapyIIEHUsS CHHTE3a MKEITYHBIX KHUCIOT, MPOSBIISIONIHECS

HCOHATaJIbHBIM XOJICCTa30M

DepMeHT Meta0o01uThHI B MOYe I'en
JHepumur A* -3-oxcucrepoun- | 3-okco-7a-ruapokcu-4-xonesas and 3- | AKR1D1
5-B-penykTassl 0KCO0-78,12a-nuruapokcu-4-xomnesas

KHCJIOTBI
Heburur  3B-ruapokcu-C27- | Konbrorarst cynbdara u | HSD3B7
CTEPOUJI OKCUIOPEIYKTa3a TIIMKOCYJIb(arta 3b-ruapokcu-D5

JKEITYHBIX KUCIOT

Hedunut dhepmenta, npuHUMarOIIero ydactue B cuatese KK, mpruBOIUT K HAKOTUICHUIO
MPOMEKYTOUHBIX MPOJYKTOB MX CHHTE3a. JTH COCAMHEHHUs HE MOCTYMAIOT B KHUIICYHHUK U
HakarmMBaroTca B remarouurtax. IIpomexyrouneie mnpoayktel cuHTe3a KK, pocruras
ONpENETCHHON KOHIEHTPAallMM B TENaTOLMUTaX, BBIXOJAT B KpPOBb, OKa3blBasg IPU 3TOM
TOKCHUYECKOE JCHCTBUE, MPEXke Bcero, Ha remaroiutbl. OtcyrcTBue KK B KUIIEYHUKE TPUBOIUT
K HapyLICHHWIO MPOLECCOB BCACBIBAHUSA W, B TOM 4YHCJE BCAChIBAHUS KUPOPACTBOPUMBIX

BUTaMHHOB.

1.3 DnuaeMuoJiorusi 3a00JeBaHUS WJIN COCTOSSHUA (rpynnbl 3a00JieBaHUM WU

COCTOSIHMH)

PacnipocTpaneHHOCTh CHHIIpOMa XoJiecTa3a 3aBUCUT OT JTHUOJOTHUHU. DMUIEMHUOJIOTHUS

HEKOTOpbIX 3aboseBanuii ykazana B TaOmune 4 [6]. CymmapHas 4acToTa BCTPEYacMOCTH
coctaisiet 1 Ha 2500 HOBOpOXIeHHBIX [21,28].
Tabauna 4. PacnpocTpaHEHHOCTh HEKOTOPBIX BPOXKJIECHHBIX 3a00J€BaHUM IE€YEHU U

MeTaboIMYeCKnX 3a00IeBaHNN, COMIPOBOXKIAIONTUXCS HEOHATAILHBIM X0JIECTa30M.

3a0osneBanue Yacrora BCTpeyaeMoCcTH
XonecraTuueckue 3a00J1€BaHUs 1:2500

bununapnas atpesus 1:8000-1:21000

CunapoM ANaxusuis 1:30000-50000

[Iporpeccupytomuii ceMeiinsiii BHyTpuneueHounslit | 1:7000

XoJecras

HeonaranpHblli reMOXpOMAaTo3 <1:1000000
MyKoOBUCIIHI03 1:2000
Hedunut anvda-1-anTuTpuncuna 1:1800
Metabonuueckue HapyleHus 1:1800
®pykTozeMus 1:20000
["amakTozemus 1:63000
Tuposunemus 1:100000-1:120000
[TepoxcrcomanbHbIe HAPYIICHHS 1:25000
JImzocomarnbHbIe 00JIE3HN HAKOTUICHUS 1:130000-1:150000
— bone3ns Humanna-ITuka tun C 1:500000
— bone3ns Bosibmana
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MuToxoHapHalbHbIE OOJIE3HH 1:20000 cpeam mereit mmamaiie
16 ner

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200JeBAHUA NN COCTOAHNSA (FPYINLI 3200J1¢BAHU A

WIN _COCTOSIHMI) 10 MeXk/IYHAPOAHOI CTATHCTHYECKOH KJaaccuukanuu 0GoJie3Hell M

po0JIeM, CBA3aHHbBIX CO 3/I0POBbEM

P58.2 HeonaranpHas sxenryxa, o0yciaoBieHHas HHMEKITUEH

P58.4 HeonaranpHas XenTyxa, OOYCIOBJICHHAs JIEKAPCTBEHHBIMH CPEICTBAMH WM
TOKCHHAMHU, MEPELIeIIINMHU U3 OpraHu3Ma MaTepH WM BBEJICHHBIMH HOBOPOXKICHHOMY

P59.1 Cunapom crymieHus xemau

P59.2 HeonaranbHas KenTyxa BCICACTBHE JIPYIMX M HEYTOYHECHHBIX ITOBPEKICHHM
KJICTOK TICUCHH

BriocnencTBuM NpH  YTOYHEHWH TNPUYMHBI HEOHATAJHHOTO XOJIECTa3a KOAMPOBAHUE

3a00J1eBaHUS TpaHC(bopMI/IpyeTCH B COOTBGTCTBYIOH_[I/Iﬁ KO BBISIBJICHHOM HO30JIOTHH.

1.5 Kuaccudukanuss 3a00JeBaHUs MJIM COCTOSAHHS (Tpynnbl 3a00JeBaHUN  WJIH

COCTOSIHMH)

Ha cerognsmHuii MOMEHT KilacCU(PHUKAUMU CHUHIPOMA XOJIeCTa3a y HOBOPOXIECHHBIX

OTCYTCTBYET.

1.6 Kiimundyeckasi KApTHHA 3200J1e¢BAHNS MJIM COCTOSHUS (ITPYNILI 3200J1eBaHNI WJIN

COCTOSTHM)

Knuanaeckue MPOABJICHUA TPAH3UTOPHOT'O CHMHAPOMA XO0JICCTa3a BKIHOYAIOT XKCITYXY C

3e/IEHOBATHIM OTTEHKOM, YBEIWYEHHE pa3MEpOB MEUYEHM, HACHIIICHHO >XENTHIA IBET MOYH,
AMU30/IbI aXOJUH CTYJIa, pa3BUTHE KOTOPHIX OTMEYaeTcs Ha (poHe nmepuHaTanbHo natonoruu. 1o
Mepe YIydlIeHUs OOIIeT0 COCTOSHUS peOeHKa W pa3pelleHHs] OCHOBHOTO 3a0O0NieBaHUA, B
OOJIBITMHCTBE CITyYaeB MPOUCXOIUT TOCTETIEHHOE YMEHBIIEHHE XonecTa3a. OHAKO OCTaTOYHBIE
€ro SBJICHHSI MOTYT COXPAHSATHCS B TEUCHUE JJTUTEIBHOTO BPEMEHH, 70 6-8 MECSIICB KU3HH.
HeonaranbpHplii rematuT B OONBIIMHCTBE CIydaeB SIBISETCS OJHUM M3 MPOSBICHUN
reHepann3oBaHHON UHGeEKINHU, XO0Ts Oonee ueM B 50% ciiydaeB npu BHYTPUYTPOOHOU HH(pEKINU
W3MCHEHUS TIEYCHH HOCST PEaKTUBHBIA xapaktep. KimHHUYecKkrWe TPOSBICHHUS TPU TEIaTUTE
BKITIOYAIOT HapylieHHe OOIIeT0 COCTOSHUS, NMPHU3HAKH HH(EKIIMOHHOTO MpoIecca, JKENTYXY,
YBEJIMUEHUE PAa3MEPOB TMEUYCHH U CeNe3€HKHU, TeMOPPAaruiyecKuii CHHAPOM U ApPyTrue MpU3HAKU
TORCH cunnpoma (Toxoplasmosis (tokcorutazmo3), Other infections (mpyrue wuHbpexuwu,
Bkiovas cuduiuc, remarut, BUY.), Rubella (kpacuyxa), Cytomegalovirus (riutoMeraioBupyc),

u Herpes simplex virus (Bupyc mpocroro repreca)). BONBIIMHCTBO HOBOPOXKIEHHBIX,
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MHOQULIHMPOBaHHBIX BUpycoM renaruta B miam C, popMupyroT 6€cCUMITOMHOE HOCUTEILCTBO B
TE€YEHHUE BCEH )KM3HU WM IIEPBUYHO XPOHUYECKUM renaTuT.

[TanmenTs! ¢ OMIMapHO aTpe3ueil B OOJIBIIMHCTBE CIyYaeB POXKAAIOTCS JOHOIIEHHBIMU C
AHTPOIIOMETPUUECKUMHU IT0KA3aTEeNIIMU, COOTBETCTBYIOLIUMHU (U3HoIornueckoi Hopme. JKenryxa
HOSABISAETCA Ha 2-3-M CYTKHM XKU3HH, T.€. B OOBIYHbIE Ul (DU3HOIOTUYECKOM KENTYXH CPOKH.
[Ipumepro y 2/3 OONBHBIX OTMEUYAIOT HAJIMYUE «CBETJIOrO IPOMEKYTKa» yMEHBIICHUE
MHTCHCUBHOCTH XKENTYyXH K KOHIly 1-2-ii Henene >KU3HU C TOCIEAYIOIMIMM IOCTETIEHHBIM €€
HapacTaHUEM U TOSBJICHUEM 3€JIEHOBATOrO OTTEHKA KOXKU K KOHIY 1-ro mecsna. Axomnus cryia
— HauOosiee paHHUN M TOCTOSHHBIM KIMHUYEeCKUH mnpu Oone3Hu. EE mosBieHuro yacro
IIPEALIECTBYET OTXOXKIAEHUE MEKOHMS. IIpu oleHKe nBeTa CTysa CiaeayeT TakKe IOMHUTh, 4TO
IPU HUCIHOJB30BAaHUU HEKOTOPBIX JIEYEOHBIX CMecel ¢ J100aBJIEHHEM CpEeAHELETOYEYHBIX
TPUIIIMLEPUIOB, SKBUBAIEHTOM OOECIIBEYCHHOI'O CTYyJIa MOTYT ObITh pa3Hble OTTEHKU CEpOro
nBera. XapakTepHo Uil BA OTCyTCTBME renaTOMerajlud IpU POXKIECHUU C IHOCIEAYIOLIUM
YBEJIMYCHUEM Pa3MEpPOB IEUEHH U U3MEHEHUEM €€ KOHCUCTEHIUN OT 3JaCTUYHOU J0 INIOTHOU B
TEYEHHE TMEpBbIX JABYX MecsneB xku3Hu. K Bo3pacty | Mecsina BO3MOXKHO pa3BUTHE
reMopparu4eckoro cunjapoma (kpoBotounBocTh ciaM3ucThiXx JKKT, mnymounoit pankw,
BHyTpHUUepenHoe KpoBousiusiHue). K Bo3pacty 1-2 mMecsiieB Ku3Hu, Kak NpaBuiio, GopMupyercs
neQUIUT Beca, CTENCHb BBIPAKEHHOCTH KOTOPOTO 3aBHCUT OT BHJAa BCKapMIIMBAHHS PEOCHKA.
Haubouee BoIpaXeHHBIN JePHUIUT OTMEUYAIOT IIPH IPYIHOM BCKaPMIIMBAHUU MU HCIIOJIb30BAaHUH
MCKYCCTBEHHBIX CMECEW, NpPEAHA3HAYEHHBIX UIsl MUTAHMUS 3J0POBBIX HOBOPOXAEHHBIX. [Ipm
UCTOJIb30BaHUM JIe4eOHOr0 MHMTaHUS, BBICOKOKAJTOPUHHOTO, € YaCTHYHBIM pACHICTIIICHUEM
Pa3IUYHBIX COCTaBISIONUIUX, JAEPUIMT Beca MOXKET OTCYTCTBOBaTh WJIM ObITh MHHHUMAJIbHO
BbIpaXXCHHBIM. be3 Xupypruueckoro jgeueHus yxe Kk 5-6 MecslaM *U3HU MOSBISIOTCS IPU3HAKU
MOpPTaJIbHOM TUIIEPTEH3UH, KOTOpas B NaJbHEMIIIEM IPOIPECCUBHO HAPACTAET U CBUIETENBCTBYET
o ¢hopmupoBanuu OuMapHoro nupposa[15,29].

Knunnyeckue mposBiieHUs KUCTHI OOIIET0 KEIYHOrO MPOTOKAa MOXKHO HaOII0AaTh MpH
HapyIIEHUH MPOXOAMMOCTH MKEIYHBIX IMyTeH WIM Pa3BUTHM HHQPEKLIHMOHHBIX OCIOKHEHUHN
(xomanruTa). B nepBoM ciydae KIMHUKO-Ta00paTOPHbBIE IPOSIBIEHUS HE OTIMYAOTCS OT TAKOBBIX
npu BA. Ilpu pa3BuTMM XOJaHTUTa XapaKTEPHO COYETAHHWE NPHU3HAKOB BHENEUYEHOUYHOIO
X0JIeCTa3a ¢ BOCHAIMTEIbHBIMA U3MEHEHUAMU. [Ipr 3TOM B KIMHWYECKONW KapTUHE OTMEYaroT
MOBBIIICHUE TEMIIEPATYPhI Tella, YXYAIMICHHE 00IIero COCTOSIHUA U Apyrue cuMnTombi[30].

IIpu cunapome Anakmiuisd Xo0JiecTa3 MOSABISAETCS B MEPUOJ] HOBOPOXAEHHOCTH, PEXKE B
TE€YEHHE IEPBBIX MeECALEB KU3HM. OTMEYaeTcs JKeNTyXa C 3€JIE€HOBAaTBIM OTTEHKOM KOXKH,

YBCIUMUYCHUC Ppa3MCpPOB TICUCHU, HCIOCTOSAHHAA axoJiugd CTyla, TEMHBIA IBET MouH. B
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,I[aJ'IBHeI\/'II_HeM, rociie 4-6 MCECALICB XXU3HU, Ha6J'IIO,Z[aIOT YMCHBIICHUC UJIW UCUC3HOBCHHUEC KCIITYXH,

HOpMAJIM3ALMIO 1BETa cTyJ1a U MOYH. OJTHAKO MOSABISAETCS KOKHBIHN 3yJ], KOTOPBIN B JaJbHEMNIIEM

YCUIIMBACTCA U, CTAHOBUTCA BEAYIIUM KIIMHUYCCKUM CUMIITOMOB 3a6OHeBaHI/IH, TOrJ1a KakK JIpyruc

IPOSIBJIEHUS UMEIOT TIepeMeKaromuiicss xapakrep [31-34].

Kinnanaeckumu IMPOABJICHUAMU IPOTIPECCUPYIOIIECTO CEMEHHOro BHYTPUIICYCHOYHOT' O

XO0JieCTasa ABJIAOTCA KCJITyXa, HCIIOCTOAHHAA aXOJIMd CTYyJId, XapaKTCPHBIM ABJIACTCA PAaHHEC, B

TEUEHUE TIEPBBIX MECSIEB XKU3HM, MOSABICHHUE KOXKHOTO 3yna. bonsmmuHcTBO M3 Tunos [ICBX

XapakTepu3yrTCs HU3KoM akTHBHOCTBIO I'T'T [26,27,35]. OcHOBHBIE XapaKTEPUCTUKU Pa3THYHBIX

turnoB [ICBX npencrasnens! B Tabauie 5.

Tadbauma 5.  OCHOBHBIE  XAapaKTEPUCTUKH  MPOTPECCHUPYIOMIETO  CEeMEHHOro
BHYTPHUIICYCHOYHOTO XOJIECTa3a
Tumn IICBX 1 Tun 2 Tin 3 Tun 4 Tun S Tun
Manudecran | HeoHaTadbHBI | HEOHATANBHBI | HEOHATAIBHBI | HEOHATAIBHBIN HEOHATaJIbHBI
us 71 i 171 nepuoj/mepseie 3 | i
MIEPUOJI/TIEPB | IEPUO/TIEPB | IEPUOJI/PAHH | MEC. MIepUOI/TIePB
bie 3 Mec. bie 3 Mec. Ui BO3pacT bie 3 Mec.
3yn CUJIbHBIN CUJIbHBIN YMEpPEHHBIH | CUJIbHBIN/ CHJIbHBIN/
YMEPEHHBIN YMEPEHHBIN
VYpoBens I'T'T | HOpManbHBIA | HOPMAJIBHBINA | TTOBBIIIEH HOPMaJIbHBIH/ HOpMaJIbHBIN
HEMHOT'O
MOBBIIICHHBIN
VYposeHnn HOPMAJIbHBI | HOPMaJIbHBIM | MOBBIIIEHHBl | HOPMaJIbHBII HOpMaJIbHBIN
X0JIECTEpUHA H/HOpMaJIbHBI
"
[Tponudepan | Her HET eCTb HET eCTb
us XKII
VYposens XK | ouenb OYEHD BBICOKU I BBICOKU I BBICOKUH
B KPOBU BBICOKMI BBICOKUH
Buenevenou | amapes, HET HET HEBPOJIOTHYECKUE | TUapes
HbIE MaHKPEATUT U peCHUpaTOpHbIE
MIPOSIBIICHUST | HEHUPOCEHCOP HapylIeHUs
Has TJIyXoTa,
HU3KOPOCIIOC
Th
Puck HET renaToIeIITIO HET TenaToLCITIONApP | HET
pa3BUTHS JsipHas Hasl KapLIMHOMa
OHKOJIOTHYEC KapuuHoMa/
KHX XOJIAaHTHOKap
3a0oyieBaHU [IMHOMA
remaroounma
pHOI
CHUCTEMBI
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[Ipn HapymieHMM CHHTE3a KEITYHBIX KHUCJIOT TMOSBIEHUE IMEPBbIX MPU3HAKOB OO0JIE3HU
OTMEYAETCsI B IEPHUO/IC HOBOPOKIECHHOCTH, PEKE B TEUCHUE MEPBBIX MECALIEB KU3HU. OTMEUaeTcs
JKENTyXa, TermaToMeraiusi, TeMHBbIM LBET MOYHM, HEMOCTOSHHAs axoJids CTyla. XapakKTepHa
nucconuanus Mexy Hu3kuM ypoBHeM ['T'T u xonectepuHa ChIBOPOTKH KPOBU U MOBBIIIEHUEM
JIIPYTUX MapKepoB xoJiecTasa, 3HaunTenbHoe nopbiienrne AJIT u ACT. XapakTepHo HapylIeHUe
OCIIOK-CHHTETUYECKOW (YHKIIUU TeYeHH (CHIKeHue anpOoymuHa, XD, ¢ubpunorena, I1TU,
noseimenne MHO u npyrux mokasareneit). Ilpu mopdonornyeckom ucciegoBaHuu Ouonrara
MEYeHU OTMEYAIOTCsl  MPHU3HAKM MPEUMYIIECTBEHHO  BHYTPUIICUEHOUYHOTO  XOJIeCTasa,
TUTaHTOKJIETOYHAsT TpaHchopMalus TIenaTOUUTOB W JIe30praHu3alvs IEYECHOYHBIX JOJIEK.
XapakTepHO TaKKe OTCTaBaHWE JeTel B (DU3MYECKOM Pa3BUTHH W COCTOSIHHSI, CBS3aHHBIC C

Ile(bI/ILII/ITOM KHUPOPAaCTBOPHUMBIX BUTAMUHOB. Bo3moxHO PAa3BUTHUC IEMOPPATrUICCKOro CHHApOMaA.

2. InarHocTuka 3a00/1eBaHUs WM COCTOSIHUA (TpyNnbl 3200/ 1eBaHU HJIH
COCTOSIHMI), MEAMIIMHCKHE MTOKA3aHUA M IPOTHBOINOKA3aHU K IPHMMEHECHHUIO

METOA0B TUAT'HOCTUKH

Kpumepuu ycmanoesnenusn ouazHo3a/cocmoanus:

Cunopom xonecmasza 6He 3A8UCUMOCMU OM IMUONOSUU MOdHCem OblMb YCMAHOBIEH HA
OCHOBAHUU NOBLILUEHUS NPAMO20 OUnupyouHa 6onee yem na 20% om yposus obwezo unu 6onee 17
MKMOB/1 Y Oemell nepablx 7 CYMOK HCUZHU 8 COYEeMAaHUU ¢ NOBbIUUEHUEM AKMUBHOCTNU WeI0YHOU
Gocgamaszer (ILL[D), camma-enymamurmpancgepasor (I'T'T), xonecmepuna u Hcenunvix KUCIOM.

Juacnoz  «HeoHamanvHelll  XONeCmasy,  AGIAOWUICE  OCIONCHEHUEeM  MAHCeNol
BHENEeYeHOUHOU Namonio2uu, YCMAaHAGIUBAOM NPU GbIAGIEHUU NPeOPACNONAaAUUX K €20

paseumuro qbakmopoe U UCKTIIOYEeHUs: DONle3Hell NeYeHU U HCeNUHbIX npomoKoe.

2.1 ’Kajao0bl 1 aHAMHE3

e Pexomennyercss mpoBecTH cOOp aHaMHe3a M KalloO TpU 3a00JIEBAaHUSAX TICUCHH U
)KETUCBBIBOAIINX TyTeH BCEM TMAI[MEHTaM C IENbI0 BBIABICHUS XapaKTEPHBIX IS
CHHJIpOMa XoJjiecTasa npu3HakoB [36].

YpoBenb  yOeaureqabHocTH  pexkoMeHaauumid C  (YypoBeHb  /10CTOBEPHOCTH
0KA3aTeJbCTB — 5)
KommenTapuu: y pooumeneii mocym 6vimo sHcanodwvl Ha Hcenmyxy, odecyseueHHblil cmyl,

Manyio npubasxy 6 eece u pocme, Cpbleusanusl y pebeHxa.

° PeKOMeHIIyeTCSI IMPOBECTHU AHAJIN3 HACJIICACTBCHHOI'0O aHaMHE3a BCEM ITATUCHTaM C LCJIbIO

BBISIBJICHUS CXOHBIX CTy4aeB 3a00J1€BaHMs Y POJACTBEHHUKOB [37].
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YpoBenb  yOeaureqabHocTH  pexkoMeHaaumid C  (YpoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapum: npu cobope amammuesa neobxooumo odOpamums 6HUMAHUE HA HAIUYUE
OMALOUYEHHO20 CeMelH020 aHaMHe3d (POOCMBEeHHbLU OPaK, CXOOHbLE CyYau 3a001e8anUs
Y POOHbBIX Opambveg u cecmep), Hanudue pooCmeeHHUKO8 ¢ NAMOoao2uell neuenu, NoYeyHou
He0oCmamoyHOCmyvlo, a Makdce Ciyyau cubenu om neyeHoYHOU HeOOCMAMmOYHOCMU 6

cembe.

Pexomenayercsi IpoBecTH cOOp aHAMHE3a M JKAI00 TepareBTUUYCCKHIA BCEM MAIUCHTaM C
IEJIBbIO BBISIBIIEHUS OCOOCHHOCTEH TEUCHHMS IATOJIOrHYeCcKOro mpouecca [36].

YpoBenb  yOenuteabHocTH  pekoMenaanmii C  (ypoBeHb  10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapuu: y nayuenmos ¢ cunopomom xonecmasa 6 doebrome ciedyem ommemums
CPOKU NOSBNIEHUSL JCENMYXU, 00eCYBEUEHHO20 CIYIA, 2eNamoMe2aIuu U CHICHOME2AUU.
Ilpu cbope anamnesa 8vis61810M NAMOLOSULECKUE COCIOSHUSL NEPUHAMATLHO20 NEPUOOd
u mepanesmuyeckue 8030elUcCmaus, Cnocoocmeyiowue HaAPYUeHuio KCKPemopHou

@yHKYUU neyeHu.

2.2 duzukajabHoe 00cae10BaAHHE

PexomeHnayercss mpoBECTH BU3YalbHbId OCMOTpP TEPANEBTHUYECKHN BCEM NAUMEHTaM C
IEJTBIO BBISIBIICHHS IPU3HAKOB CHHApPOMa xojecTtaza [37].

YpoBenb  yOenutenbHocTH  pexomMenpanmii C  (YpoBeHb  OCTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrtapuu: /lpu ocmompe nayuenmog oyenugarom yeem Ko#CHO20 NOKpO8d U CKiep,
pazmepvl nedenu u cene3énku, yeem cmyna u mouu. Heobxooumo usmepenue nevenu no
mpem JUHUAM — Npaeas nepeoHe-noOMbIUEYHAs, NPAasas CPEOHEKIIOUUYHAS U CPEOUHHAs
qaunuu. CeneseHka nanvbnupyemcs no jieou nepeone-noomviuieunol aunuu. B crayuae
KUCmul 00uje2o JHcenuHo20 NpomoKa Npu NATbNayuu JHCUGoOma 6 Npasom noopebepve

MOJHCHO onpedenums 00bEMHOe 00pa3osanue.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAe10BAHUS

PeKOMeHIlyeTCH IIPOBCACHUC O6I_I_ICFO (KJII/IHI/I‘-ICCKOFO) daHaJIn3a KPOBU Pa3BCPHYTOT'O

BCEM TAIMEHTaM C I1eJIbIO0 BBISBJICHHUS MATOJIOTHYECKUX M3MeHeHui [36,37].
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YpoBenb  yOenuTenbHOCTH  pekoMeHaanumii C  (ypoBeHb  10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KoMmMmeHTapuu: y Ho80podcOeHubiXx ¢ mAdCeNon NePpUHAmAlbHOU Namoocuel,
UHDEKYUOHHBIM NOPAdICEHUEM NedeHU, a makdice Npu pazeumui  cUnepcnieHu3Md

ommedaromcs dHemusl, mp0M60uum0neHuﬂ u dp

PexoMenayercss BceM MalMeHTaM IPOBEIACHHWE aHalW3a KPOBH OHOXMMHUYECKOTO
o0mIeTepaneBTHIECKOro (HUCCIeI0OBaHUE YPOBHS 00mIero 0eiaka B KPpOBH, HCCIEIOBAHNE
YPOBHsI albOYMHHAa B KPOBH, HCCIEIOBaHHE YpPOBHS 00Iero OwiupyOMHA B KPOBH,
HCCe0OBaHUE YpOBHSA OumupyOMHa CBOOOJHOTO (HEKOHBIOTMPOBAHHOTO) B KPOBH,
WCCIICIOBAaHNE YPOBHS OWIUPYOMHA CBSI3aHHOTO (KOHBIOTHPOBAHHOTO) B KPOBH,
WCCIICIOBAaHNE YPOBHS KPEaTHHHHA B KPOBH, HCCIICJOBAHUE YPOBHS MOYEBUHBI B KPOBH,
WCCIICZIOBAaHKUE YPOBHS IIFOKO3bI B KPOBH, UCCIICIOBAHUE YPOBHS TPUTIIUIICPUIOB B KPOBH,
UCCIIC/IOBAaHUE YPOBHS XOJIECTEpPUHA B KPOBH, HCCJICIOBAHUE YPOBHS KaJlds B KPOBH,
WCCIICIOBAaHHE YPOBHSI HATPUsI B KPOBH, MCCIIEIOBAaHUE YPOBHS OOIIETO KaJbIHsI B KPOBH,
WCCIIEIOBAaHNE YPOBHSI HEOpraHWYecKoro ¢ochopa B KPOBH; ONpPENEICHUE aKTUBHOCTH
JAKTATICTUAPOTEHa3bl B KPOBH, OINPE/ICICHUE AKTUBHOCTH KPEATUHKHUHA3bI B KPOBH,
OIIpENIeJICHUE aKTUBHOCTU  aclapTaTaMHHOTpaHC(epa3bl B  KPOBH, OIPEICICHUE
aKTUBHOCTH aJaHWHAMHHOTpAHC(epa3bl B KPOBH, OINPEACICHHWE AKTHBHOCTH TaMMa-
TIIIOTaMIJITpaHC(epa3bl B KPOBH, OINpeNeIeHNe aKTUBHOCTH IIENOYHOU (ocdaTassl B
KPOBH, UCCIICIOBaHUE YPOBHS JKelie3a ChIBOpoTKU KpoBH)[13,36-38],[96-97].

Yposenb  yOenurTenbHocTH  pekoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrapuu: 011 cunopoma Xxonecmasa namocHOMOHUYHO NOBblULEHUE MAPKEPOS
Xonecmasa: ypoeus npamo2o ounupyouna, axmuenocmu L@, I'T'T, xonecmepuna u
Jcenunblx  Kuciom. Baogxcno ommemumv, umo noxazanuem Oasi  00C1e008aHUs
HOBOPOJNCOEHHO20 OISl UCKTIOYEeHUs OUTUAPHOU ampe3uu U Opy2ux XOJecmamuiecKux
3a0601€6aHULl NeYeHU s8IAemcsi NosvluleHue YPOGHs NpamMozo oOunupyouma eviuwe 17
MKMONB/ Y HOBOPOMCOCHHBIX 00 O08YX HeOelb JHCU3HU, GHEe 3ABUCUMOCTMU OM YPOBHS
obujeco OunupyoOUHa, a y nayueHmos cmapuie 08yX Heoeilb HCU3HU YPOBEHb NPIMO20
ounupyouna > 17 MKkMOab/1 npu yposHe 0o6weco ounupyouna menee 85 MKMob/1 unu bonee
20% om yposHs obuje2o ounupyouHa npu yposre ooue2o oburupyouna bonee 85 MKkmonv/1.
Ipu 6onvuwuncmee munos IICBX, a maxoce npu 8porHCOeHHbIX HAPYUIEHUAX CUHME3A
JHCENUHBIX KUCIOM XapakmepHa ouccoyuayusi mexcoy Huskum yposwem ITT u

nosvluleHuem opyeux mapkepos xoiecmasa (npsamoeo ounupyouna, L1[PD).
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Ipu mpanzumoprom xonecmase y HOBOPOHICOECHHBIX YACMO OMMeUaom omcpoderHoe (no
OMHOUWIEHUIO K X0leCma3y) NoGvluleHUe QepMenmos yumoausa meHee dem 6 6-8 pas.
Ommnowenue AJIT/ACT menee 1. Ilokazamenu, ompadicaroujue CUHMEMu4ecKyo QyHKyuo
neuenu (anbOYMUH, XOIUHICMEPA3a), KaK NPasuio, He UsMEeHsOMCsL.

Ilpu BA cmenenv nosviulenus Mapkepos Xoiecmazd 6 OUHAMUKe Hapacmaem om
MUHUMATLHO20 NOBbIWUEHUSL 8 MeyeHue nepevix 2-3 Heoenb HCUZHU 00 3HAYUMENbHO2O
nosvlwenus K 2-3 mecayam; axmusnocmo pepmenmos yumonuza (AJIT, ACT) npu BA
NOBbLIULAENCSL YMEPEHHO, U, KAK NPABUL0, OMCPOYeHo. B 6onvuuncmee ciyuaes 6 meuenue
nepsuvix 2-3 Hedeb Nocie PONCOeHUs: SIMU NOKA3AMeENU OCMAMCs 8 npeodenax Hopmbl U
3amem NOCMeneHHO NOBLIUAIOMCA; YPOBEHb AIbOYMUHA, XOIUHICMEPA3bL, OMPAXCAIOUUe
CUHMemMuUYecKyto (YYHKYuio nevenu, Ha paHHux cpoxax oonesnu (6 meuenue nepgvix 3-4
Mec. JHCU3HU) He USMEHSAIOMCAL.

s neonamanvHo2o cenamuma uHGeKyuoHHOU NPUPOObl, NOMUMO NOBLIULEHUS MAPKEPOB
xonecmasa, xapaxmepro nogviuienue AJIT, ACT oonee uem ¢ 8—10 pa3, coomuowenue
AJIT/ACT 6onvwe 1; a makdice HapyuieHue CURMeMU4ecKol pYHKYuY nevenu. CHUICeHue
anboymuna, xonunscmepasvl, Quopunoecena, IITH u op. Hccreoosanue axmusHocmu
KpeamuHKUHAa3bl NPOBOOUMCS C Yelblo OUP@epenyuaibHo20 OuacHo3a ¢ 3a001e6aHUAMU,
NPOMeKAOWUMU C CUHOPOMOM YUMOIU3A.

Hccneoosanue mouesunvl u KpeamuHuHa npo8OOUNICS C Yelbl0 UCKIIOYeHUs NOPAHCEeHUs
noueK, KOmopoe MOJcem CONYymMCmeo8ams HACICOCMBEHHbIM 3a00/Ie6AHUAM NedeHU,
MAKUM, KaK CUHOPOM ANAXCUNIS, KO20a AHOMAIUU PA36UMUsL NOYEK HepPeOKO NPUBOOsm K

paseumuio NOYeYHOU HeOoCmamoyHOCmiL.

PexoMenayercst BceM MalueHTaM HCCIEIOBAHUE KOAryJIorpaMMbl (OPHEHTHPOBOYHOE
MCCIIEIOBAaHUE CHCTEMBI TEMOCTAa3a) C ONPEICICHUEM IIPOTPOMOMHOBOTO UHJIEKCA, YPOBHS
¢ubpuHOTEHa, TPOTPOMOMHOBOTO  (TPOMOOIIIACTUHOBOTO) BPEMEHHM B  KPOBH,
AKTHBHUPOBAHHOTO YaCTUYHOTO TPOMOOTIACTHHOBOTO BPEMEHH, TPOMOHMHOBOTO BPEMEHHU
B KPOBH, MEXKIYHAPOJIHOTO HOPMAIM30BAaHHOI'O OTHOIIECHHUS BCEM MAI[HEHTaM C IEJIbIO
WCKJTFOUEHUS] BUTaMHH-K-3aBUCUMON KOAryionaTuy ¥ OICHKH CHHTETHUECKOW ()YHKIIUU
neuvenu [39] .

YpoBenb  yOenutesbHOocTH  pekoMmengammii C  (YpoBeHb  JIOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommenrapumn:  sumamun-K-3a6ucumas — Koazyionamusi — MOdcem — NPOAGIAMbCs
CHUMICeHuemM npompomounosoeo unoexkca (I1TH) (vonunenue npompomouno8oeo epemenu

(7IB)) w/unu noeviwenuem mexHcOyHapooOHo2o Hopmanuzosanhoco omuouenus (MHO),
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Umo cBA3aHO ¢ HapyueHuem npoyeccos ecacviéanus sumamuna K é xuweunuke. [lannvie
UMeHeHUsl, Hapady CO CHUMCeHUuem QUOPUHO2eHa, MO2Ym 603HUKAMb NPU DPA3EUMUU

NeYeHOYHO-KIeMOYHOU He0OCMamo4HOCU.

PexoMeHayeTcsi MCCIIEI0BAHUE YPOBHS JKEIYHBIX KMCIOT B KPOBM BCEM IIal[HEHTAM C
CHHIPOMOM XOJIECTAa3a C IEJIbI0 OIEHKH TSDKECTH TEYEHUS CHHApPOMA XOJecTasa
[13,29,36,37].

VYpoBenb  yOeauteabHOcTH  pexoMengammii C  (ypoBeHb  JIOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KoMmMmenTapum: ucciedosanue npoeooumcsi npu — HAIUYUU — COOMEENCMEYIouel

BO3MOINCHOCMU 8 yupeofcdeyuu.

PexomMenayeTcsi MPOBECTH KOMIUIEKC HCCICIOBAHUN IS JTUATHOCTHUKU HAPYIICHHMA
(GYHKIMU IATOBHUIHOM JKEJIE3bl BCEM HOBOPOXIEHHBIM C CHHIPOMOM XOJIECTa3a C IEIIbI0
BbIsIBIIeHHS UX nedurmra [37,40].

YpoBeHb  y0enuteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

KommenTapuu: Komniexcot mocym exatouamo 6 cebs ucciedosanue yposHs c60000HO20
mputioomuponuna (CT3) 6 kposu, yposus ceo600noco mupokcuna (CT4) cvleopomxu

Kposu, yposHs mupeomponno2o copmona (I'TT) 6 kposu.

Y HOBOPOXJIEHHBIX C THUIOIJIMKEMHEHM B COYETaHMH C CHHIPOMOM XOJecTas3a
PeKOMeHIyeTcsl KOMIUIEKCHOE OIpEeIeTICHUEe KOHICHTPAIlMd TPOIHBIX TOPMOHOB
(uccnenoBanue ypoBHs TpeoTpornHoro ropmona (TTI) B kpoBH, HCCIeI0OBaHUE YPOBHS
aJIpeHOKOPTHUKOTPOITHOTO TOPMOHA B KPOBH, HCCICIOBAHUE YPOBHS COMATOTPOITHOTO
TOPMOHA B KPOBH) C IIEJIbI0 UCKIIFOYCHUS THronuTyurapusMa [40—44].

YpoBenb yOeaureabHocTH  pekomengammii C  (YpoBeHb  /I0CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

BceM HOBOpPOXIEHHBIM C CHHIPOMOM XOJeCTa3a PeKOMEHIYeTCsl IPOBEICHHE
UCCIICIOBAaHKMSI AHTUTEA K TOTCHIMAJIbHBIM BO30YAUTENSIM TeHNaTUTa METOJOM
ummyHopepmenTHoro ananmmza (MMDA) (ompeneneHue aHTHTEN K LUTOMETAIOBUPYCY
(Cytomegalovirus) B kpoBu, antuten k Bupycy Kokcaxu (Coxsacki vVirus) B KpoBH, aHTUTEI
k Bupycy renarury C (Hepatitis C virus) B KpOBH, aHTUTEJ K BUPYCY IPOCTOTO repreca

(Herpes simplex virus) B kpoBu, anTHTeN K Tokcoruiazme (Toxoplasma gondii) B kposwy,
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anTuTeNl K Omemnoit Tpermoneme (Treponema pallidum) B kpoBu s ompenereHus
stronioruu renarura [45-47]. [48,49] [98, 99]
VYpoBeHb  yOeauTeabHOCTH  pexoMengamuii C  (ypoBeHb  JIOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

BceM HOBOpOXJEHHBIM C CHHIPOMOM XoJiecTaza pexoMeHayercsi nposeaeHue [IL[P-
HCCIIEIOBAaHUE KPOBH C LIEJBIO  BBIABICHUS NOTEHIMAJBHBIX ~ BO30yAMTENEH
HeoHaranbHoro renaturta (onpenenenue JHK Bupyca Dmreitna-bapp (Epstein - Barr
virus) meromom IIIIP B mepudeprueckoid M MYMOBUHHONW KpPOBH, KOJIHYECTBEHHOE
uccinenoBanwue, onpeaencaue JJHK nuromeranosupyca (Cytomegalovirus) meromom ITLP
B nepu(epruuecKoil 1 MynoBUHHON KPOBH, KoJdnyecTBeHHoe nccienosanue, PHK Bupyca
renaruta C (Hepatitis C virus) B kpoBu merogom [11[P, konndecTBeHHOE UCCiIe0BaHHKE,
antureHa Bupyca rematutra C (Hepatitis C virus) B xposu, JJHK Bupyca remaruta B
(Hepatitis B virus) B xpoBu merogom IIIIP, KoIu4eCTBEHHOE HCCICIOBAaHKME, aHTUT€HA
(HbsAQ) Bupyca renatura B (Hepatitis B virus) B xpou, PHK Bupyca kpacuyxu (Rubella
virus) meromom III[P B mnepudepuyeckoii U MyNMOBHHHONW KpPOBH, Ka4eCTBCHHOE
uccnenosanue, JJTHK npocroro repmeca 1 u 2 tunos (Herpes simplex virus types 1, 2)
merogoM IIIIP B kpoBu, konauuecTBeHHOe wucciaenoBanue, JIHK Tokcomiazmbl
(Toxoplasma gondii) meronom IILP B nepudeprueckoit u mynoBuHHOW KpoBu) [45—47]
[48,49, 98, 99].

YpoBenb  yOeaureabHocTH  pekoMmeHaaumii C  (ypoBeHb  [JOCTOBEPHOCTH

10KA3aTeJILCTB — 4)

PeKOMeH}IOBaHO OmnpeaACIICHNE aMHUHOKHUCIIOT U allUJIKAPHUTUHOB B CYXOM ITSITHE KPOBHU
METOAOM TaHI[eMHOﬁ MacCC-CIICKTPOMETPUHU (KOMHHCKCHOG OIpPECACIICHUC KOHICHTPpAIUX
HAa AMUHOKHCIOTBI W alWJIKAPHUTHHBI B KPOBH METOJOM TaHIEMHOH Macc-
CIIEKTPOMETPUH) BCEM HOBOPOXKICHHBIM C KIMHMYECKHMH TPH3HAKaMH XOJiecTasa ¢
1enblo AuQdepeHunanbHON JUarHOCTUKHU C IPYTMMH HAcJIeACTBEHHBIMU HapyLIEHUSIMU
obmena Berects [50-53].

YpoBenb  yoeautesqbHOcTH — pekoMenaamuii C  (YpoBeHb  JIOCTOBEPHOCTH
A0KA3aTEJbCTB — 4)

KommenTapum: omcymemeue namono2uieckux OmrkIOHeHUll no OAHHbIM HEOHAMAIbHO20
CKPUHUH2A He UCKTIo4aem Haiudue y peOeHKa Memaboiudeckux HapyuleHuii u npu

npozpeccupyioujem cuHopome xoiecmasza mpebdyem NosmopHO20 NPOBEOEHUsl, 8 CEA3U C
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6EPOAMHOCNIBLIO JIOHCHO-OMPUYAMETIbHBIX PE3Y1bnmanioes. Hcceneoosanue I’lpOGOOquC}Z npu

Hajauduu coomeemcmeyiou;eﬁ BO3MOIAHCHOCHIU 6yupeOfC()eHuu.

PexomMeH10BaHO KOMIIJIEKCHOE ONIPEJIEIIEHUE COIEPKAHNUS OPTaHUYECKUX KUCIIOT B MOYE
METOJIOM ra3oBoil xpoMaTtorpaduu ¢ Macc-ciektpomerpueit (KommiekcHoe ornpeneneHue
COJIep>KaHusl OPraHMYECKUX KUCIOT B MOYE METOJOM TaHJIEMHOI Macc-CHEKTPOMETPHH )
BCEM HOBOPOXKICHHBIM C IPU3HAKAMM CHUHAPOMA XOJECTa3a C LENbI JAMArHOCTUKU
HapyUICHUS CHHTE3a JKEITYHBIX KHCIOT [54-57].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuu: ucciedosanue nposooumcs npu — HAIUYuUu  COOMEEmMCmeyouel
B03MONCHOCIMU 8 yUpexcOoenuu. B cnexmp opeanuueckux amuHoOKUCiIom 6 moue OO0AHCHO

ObIMb GKAIOUEHO onpedeﬂeﬂue coéepsfcaHu}z JHCENYHbIX KUucjiom.

BceM HOBOPOXKIECHHBIM ¢ CHHIPOMOM XOJIECTa3a HESICHOTO IeHe3a, ¢ IENIb0 UCKIYCHHS
HACJICJICTBEHHBIX 3a00JICBaHUI TICUCHH, PEKOMEHIO0BAHO TIIPOBEJCHUE KOMILIEKCA
WCCIICTOBAHUM ISl OIEHKH XOJIECTaTUYECKOro CHHApPOMa (MOJICKYISIPHO-TEHETHIECKOTO
HCCIICIOBAHMS, OIPEJCICHHE IaTOrCHHBIX BAapHMAHTOB B TI'€HAX, OTBETCTBEHHBIX 3a
pa3BHUTHE HACJIEICTBEHHBIX 3a00JIeBaHUH [IeYeHH METOI0OM TapreTHOro
BBICOKOIIPOM3BOIUTEIILHOTO CeKBeHUpoBanus) [21,59,61].

YpoBeHnb  y0enutenbHocTH  pekomenaanmumii C  (YypoBeHb  10CTOBEPHOCTH
J10KA3aTeJILCTB — D)

Kommenrapwmii: npu naruuuu npusHakos, 6blCOKO 6EPOIMHO YKA3bIBAWUX HA KAKOe-
aU60 HacreocmeeHHoe 3a00ne6anue neyeHu, peKoMeHO0Yemces mapeemuoe uUcciedo8anue
2eHa 0151 8bIGNEHUS NAMO2EHHO20 8APUAHMA MemoOoMm cekeeruposanus no Ceneepy. Ipu
OMCYMCmeuu  XapaKmepHou KIUHUYECKOU KApMuHsl, YelecooOpasHo nposedeHue
PacuupeHHo2o MONEKYISPHO-2EHEMUUECKO20 uccne0o6anus Memooom
8bICOKONPOU3BOOUMENLHO2O CEeKBEHUPOBAHUSL 2€HO08, accoyuuposanHvLx c
HACIeOCMBEHHbIMU — 3A0071e8AHUSIMU,  CONPOBONCOAIOWUMUCS — XONECMA30M,  UIU
NOJHOIK30MHO20 — CeK8eHupoganus.  Hccrnedoeanue  nposooumcs  npu — HAIUYUU

coomeemcmeymmed BO3MONHCHOCTIU eyttpeofcdeﬂuu.

PexoMeH10BaHO TNPOBECTH MCCIIEJOBAHUE KHCIOTHO-OCHOBHOI'O COCTOSIHUS M Ta30B
KpOBH (UCCIIeJOBaHHE YpPOBHS BOAOPOJIHBIX MOHOB (pH) B KpoBH, ypOBHS MOJOYHOM
KHUCJIOTHl B KPOBH, YpPOBHS Oy(epHBIX BEIIECTB B KPOBH) MAalMEHTaM C CHHIPOMOM

xojecraza [36,37,57,58].
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YpoBenb  yOeaureqabHocTH  pexkoMeHaaumid C  (YpoBeHb  /I0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

PexkoMeHI0BAHO HCCICIOBaHHE YPOBHS aMMHaka B KPOBH HOBOPOXKIEHHBIM C
CHHIPOMOM XOJIECTa3a, C MArHOCTUYECKOU LIENBIO U C LENIBI0 CBOEBPEMEHHOM KOPPEKIIMU
tepamnuu [36,37,58,62-66].

VYpoBenb  yOeauteabHOCTH  pekoMengammii C  (YpoBeHb  JI0CTOBEPHOCTH
JA0KA3aTEJbCTB — 5)

KoMmMmenTapum: ucciedosanue npogooumcsi npu —HAIUYUU — COOMEENCMEYouen

BO3MOINCHOCMU 6 yqpeofcbenuu.

PexoMeH/10BaHO WCCIIEIOBAaHHE YPOBHS JKUPOPACTBOPHMBIX BHUTAMHHOB B KPOBHU
(uccnenoBanue ypoBHs 1,25-OH Butamuna /| B KpoBH) HOBOPOXKJIEHHBIM C  CUHAPOMOM
X0JIecTa3a, C LEJIbI0 BbISBICHHUS TMIOBUTAMHHO3a Ha ()OHE ManbaOCOpOLMM KUPOB U
CBOEBpPEMEHHOM Koppekiuu Tepanuu [36,37,58,62-66].

YpoBenb  yoOenurtenbHocTH  pekomengamuii C  (YypoBeHb  JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

2.4 UHCTpYMeHTAJbHBbIE JMATHOCTHUYECKHE MCCIeTOBAHMSA

Pexomenayercsi TpoBeleHUE YIbTPa3BYKOBOT'O HCCIEIOBAHHUS OPraHOB OpPIOLIHOM
MOJIOCTH (KOMIUIEKCHOTO) TAIlMEHTaM C CHHAPOMOM XOJIECTa3a C LENbI0 BBISBICHUS
TemaToCIUICHOMETAINK, AHOMAJUH Pa3BUTHS KEITYCBBIBOJISAIICH CHUCTEMBI, MPU3HAKOB
MOpTaIbHOU TUIepTeH3uH [67].

YpoBenb  yOenurTenbHOCTH  pekoMeHgauumii B (ypoBeHb  [10CTOBEpHOCTH
I0KA3aTeJILCTB — 3)

Kommenrapuu: npu mpansumopnom HeoHamanbHoM Xxolecmase npu yiompa3eyKoeoM
uccneoosanuu (Y3HU) ommeuarom necneyugpuueckue usmenenus 6 6ude pPasiuvHoll
Cmenenu  BbIPANCEHHOCMU — Y8elUdeHus pamepos nedenu, c1abo2o NoGvluleHUs
9X02eHHOCMU €€ NAPEHXUMDbI.

Xapaxmepnvimu 011 BA usmenenusamu A61A10mMca; dHcenumvlli NY3vipb HAMOWAK He
BUVATUIUPYEMCA UTU BbIABTIACMCA 8 8UOE SUNEPIXOEHHO20 «MANCAY; UMeem 3HadeHue
pazmep dcenunoco nyzvipa (KII): eco onuna menee 1,5 cm, a makorce Hanuuue mpuaosi
«GB-Ghhosty: onuna menee 1,9 cm, Hepe2ynsipHblll KOHMYP U Omcymcmeue 2iaoKou
pe2yApHoU  9x02eHHoU  cauzucmou  obonouku JKII;  peakyus Ha npuem nuwu

omcymcemeyen 6 mnmedYeHue e6ce20 NnpoMescymrKa Me:»cdy KODMIEHUAMU, CUMNNIOM
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«mpey20nbHo20  pyoya»  eviAgnsemcs Yy OoavuwiuHcmea — nayuenmos ¢ bA,
YYBCMBUMENbHOCYb, CheyuguuHocms U moyHocms 6 omuowienuu BA ona oannozo
cumnmoma cocmasnsiom 85%, 100% u 95% coomeemcmeenno. Omo cunepIxocenHvlli
npo00I20BAMDBILL MSJIC, TOKATUIVIOWUNCS HAO CMBOIOM 80pOmHOU eHul. Ilpu Hanuuuu
mpey2onbHo20 pyoya u moawune Guopo3Hot niowaoxku ooaee 3,4 mm eeposmuocmes bA
yeenuuusaemes. Jo 1-1,5 mecayes «mpeyeonvuviii pybey» moodcem Ovimb He SPKO
8bIPAdICEH TUOO NOHOCHbIO OMCYMCcmeosams y nayuenmos ¢ bA ¢ 30- 40%, a nocae 2-2,5
Mecsayes mMpyOHO OMAUYUM OM NEPUNOPMATbHO20 (DUOPOo3a, KOMOPLIL MOdCem
gcmpeuamsbcs U npu Opy2ux 3a601e6aHUsX nedenu, 4mo 3ampyoHsem ouaznocmuky bA.
Jonnnepoepaguueckue mapxepol BA: ouamemp npaeou newenounou apmepuu 6onee 1,5
MM U COOMHOULeHUe NPABOLL NeYEeHOUHOU apmepuu U 60pomHol 8envl bonee 0,45, cpeonuil
ouamemp neyeHOuHoU apmepuu y nayueHmog ¢ bA sHauumenvHo Oonvuie, uem y
nayuenmos ¢ opyaumu 3abonesanusimu nevenu. K oononnumensuvim Kpumepuim MOHNCHO
omHecmu pacuiupenue HYmMpUNneyeHOYHbIX JHCENUYHbIX NPOMOKO8, pedice - KUCMbl 8
sopomax nevyenu, y 7-15 % oOemeii ¢ BA eviasnaemcsa ¢pacmenmayus cene3eHku c
QuUOpoO3HLIMU mANCAMU 8 NapeHxume, AUOO MHONCECMBEHHble 000a80UHble O0IbKU
(nonucnienus).

V3-npusnakom Kucmwl dHcenuHo20 npomoka Aensemcs NoJ0CmHoe 00pazoeaHue 8
NPoeKyUU 00ue2o HeeryHo20 NPOmoKa

Oouaxo npu 6orvwuUHCMEe OpY2UX HACIeOCMBEHHbIX 3a00Ne8AHUAX NeYeHU XapaKmepHbvle

Yibmpda3ByKoeble NPUSHAKU MO2Ym OmCymcmeoeamnbs.

PexoMeHyeTcsi IPOBE/ICHNE YABTPAa3BYKOBOTO UCCIICIOBAHUS MTOYEK BCEM MAIMCHTAM C
IEJBIO BBISIBIICHHS 0OCOOCHHOCTEH cTpoeHus movek [33,68—70].

YpoBenb  yoeauteqbHOcTH — pekoMenaamuii C  (YpoBeHb  JI0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KomMMeHTapHu: Y nayuenmos ¢ CUHOPOMOM XONeCmasa 0COOEHHOCMU PA36UMusl NO4eK
MO2ym  SGIAMbC  OOHUM U3 BHENEYEHOYHbIX NPUBHAKO8 pSOd  HACLeOCMEEHHbIX
3abo01e6anuli neverHu, maxKux KakxK CuHapOM A]lanC'l/lﬂﬂﬂ, npu Komopom ommedaemcs
NOBbIUUEHUE — IXO2EHHOCMU — KOPKOB020 — ClOS  NAPEHXUMbl — NOYEK,  CHUJCEHUE
OughepenyuposKku nOUeuHou MKAHU HA KOPKOBOE U MO32060€ BeWecmeo 3d cuem
YMEHbUIEeHUsL KOIUYECmed NUPAMUOOK 6 cpeze 00 4 u MeHee, A MaAKdce UMEOMCs
0COOEHHOCMU CMPOEHUsSL NUPAMUOOK 8 BUOE BLIMSAHYMOU YOPMbL U PA3TUUHBLE KUCIMO3HbLE

usmenenust 6 nupamuoxax u napenxume[71].
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PexoMeHayeTcsi IPOBEACHHE DXOKapAuorpapuu BCEM IIAlHEHTAM C CHHIPOMOM
XO0JIeCTa3a JyIsk HCKIIIOYCHUS aHOMAIIMI Pa3sBUTHS CEPAEYHO-COCYAUCTOM crucTeMbl [72].
VYpoBeHnb  yOeauteabHOcTH  pekoMengamuii  C  (YpoBeHb  JIOCTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KoMMeHTaApHMH: 6p00ICOCHHbIE NOPOKU CEPOUA MOLYM AGIAMBCSA OOHUM U3 6HENEYEHOUHBIX
NPUBHAKOE PAOA HACIEOCMEECHHBIX 30001€6AHULL NEYeHU, 8 YACIHOCTIU CYHCeHUE 1e20UHOU
apmepuu u ee 6emeeil, AGIAOMCA OOHUM U3 2/LABHBIX KIUHUYECKUX NPUSHAKOS CUHOPOMA

Anaosrcunna.

PexoMeHayeTcsi TIpOBElICHHE PEHTTEHOrpapuy TPYAHOTO OTAETAa MO3BOHOYHHKA BCEM
MarUeHTaM C MOJAO03PEHUEM Ha CHHJIIPOM XOJIeCTa3a C LEIbI0 BBISIBICHUS XapaKTEPHBIX
AQHOMAJIMI pa3BUTHS O3BOHKOB [37,73].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KomMmeHTapuu: anomanuu no3eonkos, 6 uacmuocmu «6aboyko8uoHasy oepopmayus

NO360HKO08 HAOIIOOAMC S Yy nayuennos ¢ CqupOMOM Anasicunns.

2.5 UHble nuarHocTuyeckme Nccjaei0BaHus

Pexomennyercst nprem (0OCMOTp, KOHCYJIbTAIHsI) Bpaya-opTaabMoJIora NEPBUYHBINA BCEM
HaIMEeHTaM C IOJ03PEHUEM Ha CUHIPOM AJTaXKHILIS C LEIIbI0 UCKITFOUEHHs SMOPHOTOKCOHA
[18,74].

Yposenr  yOemureabHocTH — pekomeHaaumii C  (YpoBeHb  JOCTOBEPHOCTH
J0KA3aTeJNBCTB — 5)

KommenTapum: 3aonuii ambpuomoxcon modicem bvims eviasnen y 78-89% nayuenmos ¢

CA.

Bcem nmanuenTaM ¢ HeOHaTaIBHBIM X0JIECTA30M IPH TIOJJ03PESHUH Ha OMITHAPHYIO aTPEe3uto
peKoMeHayeTcsi mpreM (0OCMOTp, KOHCYIBTAIUs) Bpadya-AeTCKOTO XUpypra IepBUYHBIN ¢
LETIbIO OIPE/ICNICHNs MOKa3aHUi K XUpypruueckomy seueHuto [3,75,76].

YpoBenb  yOenureabHOcTH  pekoMmeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KomMmenTapum: npu nooospenuu na  OumuapHyro  ampesuro,  peKOMeHOyemcs
KOHCYIbMAayusi paia-0emcKo20 Xupypea ¢ Yeiblo peuieHus B0npoca 0 npoeeodeHul nopmo-

IHmMepocmomuu no Kacau.
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e Bcem namueHTaMm ¢ HEOHATaJbHBIM XOJIECTA30M HESCHOH STHOJOTUU PeKOMeHAyeTcs
npueM (OCMOTp, KOHCYJbTallMsl) Bpaya-T€HETUKa IEPBUYHBIA C LIEJIBI0 ONpPEJEICHUS
00beMa MOJICKYJISIPHO-TCHETHYECKUX METO/IOB TMArHOCTUKH [77].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

3. Jleuenne, BKJIIOYAS MEIMKAMEHTO3HYI0 M HEMeINKAMEHTO3HYI0 Tepanuu,
AHETOTEpPanuIo, 00e300,1MBaHUe, MEIUIMHCKHE IOKA3AHNUS U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHHUA

3.1 KoHcepBaTHBHOE JIeYeHHE

3.1.1. JIeyeOHOE MUTAHUE

bes adekearnHoeo ommokKa Jiceldu  ofceldnvble  Kucjiomsl He mocynt HOPMAIbHO
cekpemupoeamuvcs 6 npoceem KulledHUuKda. COJZM HCEIIUHBIX KUCTIOM ABAIONMCA H€O6x00uMblM
KOMNOHEHMOM MUYeiiooopasoeanuss 8 npoceeme MOHKOU Kuwiku. Muyenivl noszgoasom
HO2NIOWAMb HePaACmMeopuUMble MOJIEK)Ibl, KII0UAsL DONbUUHCINGO TUNUOO8 U ICUPOPACMBOPUMBLX
BUMAMUHOG6. Hpu CqupOMe xonecmasa cekpeyus dHCeidnblx COJlel/? CHUSICeHa, 4mo npueodum K
HeaqbgbekmugHomy BCACbHIBARUIO oicupda. HapymeHue 6CACBIBAHUA U3-3d XoJaecma3ad moaHcem
npusecmu K 3adepoicke pocma, nomepe 8eca u 0euyumy Hcupopacmeopumblx SUMAMUHOB,

exniouas sumamun A, eumamun D, eumamun E u eumamun K [78-81].

e  HoBopoxaeHHbIM c CUHIPOMOM XoJiecTasza peKOMeHayeTcs MTUTAHWEC
CHEIHATU3UPOBAHHBIM MPOAYKTOM JIETCKOTO JUETHUUYECKOTO (JIe4e0HOT0) C MOBBIIIEHHBIM
COJIEp’)KaHUEM  CPEAHEIICTIOYEYHBIX TPUTIUIEPUIOB C LEJIbl0  MPEeJOTBpAIICHUS
HApYIICHU JTUITUIHOTO OOMEHa U Ie(HUIIUTA KUPOPACTBOPUMBIX BUTAMUHOB [82,83].
YpoBeHnb  yoOenutenbHocTH  pekoMenganumii C  (ypoBeHb  10CTOBEPHOCTH
10KA3aTeJILCTB — D)

KommenTapum: 6 yciogusix manbabcopoyuu sH#eupos npu CUHOpOMe X0aecmasd GaNCHbIM
KOMNOHEHMOM J1e4yeOH020 NUMAanUus SAGIAIMCS  CpeOHeyenodeutvie mpueiuyepuobl.
Cpeoneyenoueunvie mpuenuyepuowt (CL[T) obradarom bonvuiet 6000pacmeopumocmoio,
abcopoupyromes 6 ocenyoKe U MOHKOU Kuuike 0e3 YY4acmusi JHCeNyHbIX KUCTIOM.
Onmumanvuas oons obwux aunuoos 6 kavecmee CIL[T cocmasnsiem om 30 0o 50%.
Cnedyem uzbecamv Oonee evicoxozco cooepxcanusi CLT 6 payuone (>80%) oOes
aoeksamno2o 000asnenuss NOJUHeHACLIWeHHbIX JHcuphbix kuciom (ITHKK), m.x. smo

Modicem npusecmu K Oepuyumy HezameHumsix sxcupruix kuciom (HXKK). ITH)XKK maxoice
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AGNAIOMCA  NPEOUECMBEHHUKAMU  IUKO3AHOUOO08, KOMOpble VIAYYUAIOM  UMMYHHYIO
QyHKyuro, YMeHbWalom CcucmemMHoe BOCHANeHUe U Yuacmeyiom 6  azpecayuu
mpomboyumos. Jepuyum ITHKK u onueonenacviuyennvix sscupnvix kuciom (OHIKK)
Modcem ObImb pe3yimamom HU3KO020 nompeonenus, HapyuieHus
nepesapusanus/maibabcopoyuu HCUPOB u HeaphekmusHo2o VOTUHEHUs.
npeowecmeennuxos OHXKK. [legpuyum maxoce mooicem Ovlmb SAMPOSEHHbIM, eClu 8
payuone ouenv muozo CL{T u mano JLT.
Passumue xonecmasa, 06ycnogieHnoco 6HenewéHOUHOU NePUHAMANIbHOU Namonozuel,
yauge HabIOArmM y HEOOHOUWEHHDIX, U 8 MOM Yucle 21YOOKO HeOOHOULeHHbIX Oemell, 8
C8A3U C YeMm npu 6vlbope N1e4ebHO020 NUMAHUA He0OXOOUMO YUUmbvleams cledyloujue
cocmasawue:

" CmeneHb GbIPANCEHHOCMU U OIUMETbHOCIb X0NeCmasa,

" ceCmayuOHHbLIL U NOCMHAMANLHBII 803paACm PeOEHKA,

" HapyuwileHue pacujenyienus U 6CACbl8aHUs OPYeUX KOMNOHEHMO8, 6 MOM Yucie

0enxos u y2nes0008.

YV Oemeii ¢ msdcénoli nepuHamanbHOU NAMoOROSUe MONCHO HAOIO0AMb HApyUleHue
npoyecco8 8cacvl8anus 6enKos u y2ne60008, Ymo HApsady ¢ CUHOPOMOM MAlbabcopoyuu
HCUPOB,  BCNlEOCMBUE — XONeCmasd, — CAYJ*CUM — NOKA3aHuem  Oisl  UCHOJb308AHUSA
coomeemcemayiouje2o 1euebHo20 numaHus. B 0annom ciyyae yenecooopaszno npumensams
CMeCb Ha OCHOBe DENK0B8020 2UOPOIU3AMA, He COOePAHCAUYIO IAKMO3Y, 8 COCMAE KOMOPOUl
éxooum 50% cpeoHneyenoueunvix mpuenuyepuoos. ¥ HeoOHOueHHbIX 0emell, U 0CODeHHO
2nyOOKO HEOOHOWEHHbIX NOKA3AHO HA3HAYeHue cmecel, NPeOHA3HAYeHHbIX OJA
BCKAPMIUBAHUS HEOOHOWEHHbIX — Oemell (npe Gopmynsi), o0bozauyeHnbix
cpedneyenoveunviMu  mpueruyepuoamu.  Cnedyem — ommemums — OMCYmMcmeue
NPOMUBONOKA3AHULL K UCTIONb308AHUIO 2PYOHO20 MOJIOKA. Bmecme ¢ mem moavko epyonoe
8CKApMAUBAHUE He Modcem obecneyumsv NOMPeOHOCMb pebEHKA 6 OCHOBHLIX
UHepeOUeHmax u, npexcoe 8ce20, 8 HCUPOBOM KOMNOHEHME, 6 C8A3U C YeM Yelecoo0Opa3HO
KOMOUHUPOBAMb 2pYOHOE MOIOKO C e4eOHOU cMecho N0O KOHMPOleM OUHAMUKU 8ecd.
Pexomendyemcs ucnonvsosanue MONOUHOU cMmecu - CREYUANUSUPOBAHHO20 NPOOYKMA
ouemu4eckozo 1eyedHo20 NUMaHnus 0 0emell ¢ POHCOeHUs U 83POCIbIX NpuU dehexmax
OKUCTIeHUs. OJUHHOYENOYHBIX JHCUPHLIX KUCTIOM, XUIOMOPAKce U JIUMPAHSUIKMAZUU
"Monogen” ("Mounoeen") (npu napywenuu oomena s’cupuvix kuciom)**** ¢ ooveme 1/3-

1/2 cymounozco payuona.

3.1.2. JlekapcTBeHHas Tepanus
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V' HO80pOdICOEHHbIX ¢ MPAH3UMOPHBIM XOIeCMAa3oM O0wWUMU NOOX00aMu K mepanuu
AGNAIOMCA.  A0EK8AMHOE JledeHue OCHOBHO20 3a00Ne6anus, UCKIIOUeHUue UlU O0cpaHudeHue
HOMEHYUATbHO — 2eNamomOKCUYHbIX  JeKapcme U  Npenapamos Kpoeu, paHHee HAYAlo
SHMEPANIbHO20 NUMAHUSL, A MAKdice HcenueoHHas mepanus. Ipu evibope dcenye2onHou mepanuu
He0bX00UMO YUumovléams MOpGHOPYHKYUOHATIbHBIE 0COOEHHOCIU 2eNamOOUTUAPHOU CUCEMDbL Y
HOBOPOJICOEHHBIX, BKIIOUAIOWUE BbICOKUL YPOBEHbL CUHME3A NEPEUUHBIX HCENUHBIX KUCIOM U

He3penlocmb IKCKPENOPHbIX MEXAHUIMOE.

e Pexomenayercs HazHaucHHE #ypcoae30Kcuxo0seBoi kucaoTer™* (kog ATX A05SAAQ2) B
no3e 20-30 Mr/kr/cyTku B JiBa IpHeMa MepopajbHO JUTUTEIBHO BCEM HOBOPOXKICHHBIM C
CHHIPOMOM XOJIECTa3a C )KEITYCTOHHOH 11eibio [84].

YpoBeHb  y0eqUTEJHHOCTHM  peKOMeHZamMii A  (YpOBeHb  JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 1)

KommenTapuu: Ypcooesoxcuxonesas xucioma™* (koo ATX A05AA02) npedocmasnsiem
coboll mpemuunyio dHcenyHyro kuciomy. E2o npeononazaemvie MexaHusmvl Oeucmeus
BKNIOUAIOM YCULeHUe IKCKPEYUU HCeNdl U USMEHEHUe COCMABA HCeNUHbIX KUCIOm 00 bo/iee

ZMOPOLPUJZbeZX U mMeHee moKCU4YHbIX.

e Pexomenayercsi Ha3HAUYCHHE BUTAMHHOB - #peTuHo™* (Butamut A) (kox ATX AL11CA),
konekanbidepon** (koqg ATX A11CC), suramus E (kon ATX A11HA), dbutomenannon
(xom ATX B02BA) marpieHTaM ¢ CHHAPOMOM XOJeCTa3a C IEJIbI0 BOCIIOJIHEHHUS HX
nedurmra [80].

Yposenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  J1O0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: /Jepuyum sicupopacmeopumvix SUMAMUHOE U3-3d CMeamopeu 4acmo
scmpeuaemcs npu Xponuueckom xonecmasze. K num omuocames sumamunvt A, D, E u K.
bonvwuncmasy nayuenmos ¢ cunopomom xonecmasza mpebyemcs 006agnerue 00H020 UlU
bonee U3z SMUX HCUPOPACMBOPUMBIX BUMAMUHOS. [lecpuyum eumamuna E moorcem
npueecmu K He8pOI0SUHECKUM CUMAMOMAM, BKIIOUAs NepughepudecKyro Heuponamuio,
MO3JHCEUKOBYI0 AMAKCUio, 0eceHepayuro nepugepuieckux aKkCoHo8 U 3a0HUX CMoaO08bIX
Hetiponos. [lecpuyum sumamuna A modxcem npusecmu K 21a3HbIM 3a001€6AHUAM, BKIIOYA
2eMepanonuio, 8blCbIXAHUEe UIU U3bA3GIIEHUe PO20GUYbL, PEMUHONAMUIO U, 8 KOHEYHOM
umoee, Kk cienome. Onucanvl KCcepopmanbmuu U Kepamomaisiyuu 6ciedcmasue oeghuyuma
sumamuna A y pebenxa ¢ CA. Bumamun K Heobx00um ons cunmesa HeCKoIbKux (pakmopos

ceepmuisanus kposu, exarouasn paxkmopwi 11, VII, IX u X. IIpenapamur epynnet Bumamun K
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(ko0 ATX BO2BA) 06bluno Haznauaomcs nepopanrvHo, Xoms NAYUEHMAM C MANCETbIM
xonecmasom modcem nompebosamvca napenmepanvHoe 6gedenue. OOHO8peMeHHOoe
8gedeHue gooopacmeopumoco sumamuna E (ko0 ATX AI1HA) ¢ seumamunom D u e2o
ananozamu (ko0 ATX A11CC) moocem ysenuuusams scacvisanue sumamuna D[79,85].
JKupopacmeopumvie umamunsbl HA3HAYAIOMCS npu OIumenbHocmu xonecmasa oonee 10
OHell, 8 C1edyruWuUx 003UPOBKAX.

Konexanoyugpepon**(koo  ATX  A11CC)  nepoparvno  1000-2500  ME/cymxku
onumenvHocmvio He menee 1 mecaya. Koppexyus 003vl nposooumcsi noo KOHmMpoiem
uccneoosanus yposus 1,25-OH sumamuna /] 6 kposu.

#Pemunon** (koo ATX A11CA) nepoparvro 3000-10000 ME/cymxu[4].

Bumamun E (koo ATX AL1HA) nepopanvro 50 me/cymku, eciu macca mena bonvuie 1 ke,
25 me/cymxu ecau macca mena menvuie 1 Ke.

I'pynna Bumamun K (koo ATX B02BA)[4,12,86-93]:

#Dumomenaouon (ko0 ATX B0O2BA0I) 1% omyrvcua. Peoxcum  HaszHauyeHnus
npoguiaxmuyeckol 003vl apvupyem om 1 me/xe paz 6 medento y oemeil Maccou mena
MmeHee 5 k2 00 2,5 — 5,0 me om 1 0o 3 pasz 6 nedenro unu 10 me I paz é 2 nedenu y oemeti
maccou mena 6onee 5 ke. Jloza u KpamHocmv npoguiakmuku noooupaemcs
UHOUBUOYATILHO 8 3ABUCUMOCIIU OM PE3YIbMAMO8 KOA2YI02PAMMbL U 8 MANCENbIX CIYHUAAX
ModHcem 00X00ums 00 edceOHeeHo20 npuema. Ilpu nanuuuu xonecmasa uiu CUHOPOMA
Manbabcopoyuu  yenecooopasHo NApeHmepaibHoe 66eOeHUe NPenapamos 2pynnol
sumamuna K (k00 ATX B02BA). Ilpu omcymcmeuu #pumomenaouona (koo ATX
B02BA0I) oonycmumo ucnonvzosame #menaouona nmampus oucyrvgpum** (koo ATX
B02BA02) 1% pacmeop. Heobxooumo yuumsieams, 4umo e20 Oeticmsue HayHemcs yepes

8-24 yaca nocne esedenus.

3.2 Xupypruyeckoe Je4eHue

Xupypeuueckoe neyerue cuHOpoma xonecmasa 8 HeOHAMalbHOM nepuooe He NPo8OOUMCs
3a UCKII0YeHUeM cyuaes, K020a 8blCOKO eeposamen ouazno3 bunuapnas ampesus, npu Komopou
npOBOOUMCsL Onepayus ne4eHouyHou cenamonopmosumepocmomuu no Kacau. B nacmoswee
8peMS UCNONb3YEMC s MUHUIANAPOMOMHBII OOCMYN UL IANAPOCKONUYECKOe BMeuamenbcmeo.

Tpancnnanmayus neyeHu 8 HEOHAMANLHOM Nepuooe He NPOBOOUMCS.

Jleuenue xucmol obwjeco HCENUHO20 NPOMOKA MONLKO Xupypeuyeckoe — HOIHOe
ucceueHue Kucmol ¢ Hopmuposanuem OUIUOOULECMUBHOO AHACMOMO3A C U30AUPOBAHHOU

nemaéu moweti kuuwku no Py[30].

30



3.3 UHoe Jeuenue

He npumenumo.

4. MequIMHCKAsl peaduaIuTaAlMs U CAHATOPHO-KYPOPTHOeE JieueHue,
MeIMIMHCKUE MOKA3aHUA W NMPOTUBONOKA3aHUA K PUMEHEHUI0 METO/I0B
MeIUIUHCKON peadWIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUN

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

IIposooumcs npoghunvuvimu cneyuanucmamu (8pay-neouamp, 8pay-2acmpodIHmepoos, 6pa-
ogpmanvmonoe, pau-0emckutl xupype u 0p.) 8 3a8UCUMOCHU OM CONYMCMBYIowell Namoiocuu

U OCNIOICHEHUII.

5. IIpodunakTuka u AUCAHCEPHOE HADIIIeHH e, MeAUIUHCKUE IOKA3aHUS U

INPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B IlpO(l)I/IJIaKTI/IKI/I

e JlersM ¢ CHHIPOMOM XOJiecTa3a BCIECICTBUE HACJICIACTBEHHBIX 3a00JICBAaHHMU ICYCHU
PeKOMEeHAYyeTCsl HCIIaHCepHBIH TpueM (OCMOTp, KOHCYNIbTAalMs) Bpaya-ieuarpa ¢
LEJBI0 MPOGUIAKTHKH OCIOKHEHUH 3a0oseBanus [1,36].

Yposenb  yOenureqnbHocTH  pekoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH
J0KA3aTeJbCTB - 5).

KomMmeHnTapuu: nocne 6vinucku u3 CcmayuoHapa peKoMeHOVYemcsi npogedeHue
OUCNAHCEPHO20 HAONIOO0EHUS: (QUIUKATbHBIL OCMOMpP CHeyudalucma (8pada-neouampa,
8PAUA-2ACMPOIHMEPOTIO2A, BPaAHaA-0emcKo20 Xupypea u O0p.), KOmopwli Habiwodaem
nayuenma, oyeHusas nposeieHus 3abonesanus 1 paz 6 1-3 mecaya 6 meyenue nepeoco
200a dcusnu, danee 1 p 6 3-6 mecsayes na émopom 200y sHcusnu. Ilpu kaxrcoom nocewenuu
cneyuanucma — OCywecmensiemcs —KOHMpPOAb — AKMUBHOCMU — 3a00ne8aHus.  oOwjuil
(KIUHU4YecKull) ananuz Kposu u oowull (KIUHUYecKull) amaiusz mMoyu (npomeunypus),
ouoxumuueckuti obwemepaneemuyecKull aHauu3 Kposu (Ucciedosanue yposHs ooueco
benxa 6 Kposu, ucciedo8anue yposHs aibOyMUHa 6 Kposu, YpoeHs oowe2o ounupyouna 8
Kpo8U, YpoeHs OUIUpyOUHa Cc80000H020 (HEKOHBIOSUPOBAHHO20) 6 KPOBU, VPOBHS
OUnUPYOUHA C8A3AHHO20 (KOHBIOSUPOBAHHO20) 8 KPOBU, YPOGHL MPUSTUYEPUIOE 8 KPOBU,
VPOBHA XONecmepuna 6 Kpo8U, ONpeoeileHue aKMUHOCMU KPeamuHKUHA3bl 6 Kposu,
AKMUBHOCMU acnapmamamuHompaucpepazol 8 Kposlu, aKmMueHoOCmu
ANAHUHAMUHOMPAHCPEPAzbl 8 KPOBU, AKMUBHOCIU 2aAMMA-2IIOMAMUIMPancdepasvl 6

KpOBU, aKMUu8HOCMU Weno4Hol hocghamasvl 8 Kposu), OpueHmupo8ouHoe Ucciedosanue
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cucmemyl 2emMocmasa ¢ onpeoeneHuem npompoMOUH08020 UHOEKCA, YPOBHS (hubpuHozena,
NPOMPOMOUHOB020  (MPOMOONIACTIUHOB020) 6pPEMEHU 8 KPOBU, AaKMUBUPOBAHHO2O
YACMUYHO20 MPOMOONIACIUHOB020 BDEMEHU, MPOMOUHOBO20 BDEMEHU 6 KpPOBU,

MeNCOYHAPOOHO20 HOpMAIU308anH020 omHoutenuss (MHO).

JleTssM ¢ CHHAPOMOM XOJecTa3a, BCJIEICTBUE HACJIEICTBEHHBIX 3a00JIeBaHUN MEYEHU
peKoMeHaAyeTcs1 IpueM (OCMOTpP, KOHCYJIbTAlLlNMs) Bpaya-TeHETUKA [TOBTOPHBIA C IIEJIBIO
MEJIMKO-TEHETUYECKOT0 KOHCYIbTUpoBanusi[/7,94].

YpoBenb  yOeaureqabHocTH  pexkoMeHaaumid C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJbCTB - 5).

KommenTapumn: pexomenoyemcsi npuem — paua-eeHemuka — pooumenaMm — Nocie
VCMAHO08IeHUs OUASHO3a PeDEeHKY C Yelbl0 MeOUKO-2eHeMU1ecK020 KOHCYIbMUPOSanUsl no
80NPOCY 2€HEMUUeCK020 PUCKA POAHCOeHUs 8 IMOU ceMbe Oemell ¢ HACAeOCMEeHHOU

namonaozuei.

JleTsiM ¢ CHHAPOMOM XOJIeCTa3a PeKOMEHIyeTCsl BaKIIMHAIUS C [EIbI0 MPO(QHIaKTHKH
nHPEKIMOHHBIX 3a00eBanwmii [95].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeJbCTB - 5).

KommenTapuu: pexomendyemcsi 6akyunupo8ams HOB0POHCOEHHBIX C HEOHAMANbHBIM
X01ecmaszom 8 cCOOmeemcmeuu ¢ HaYuoHAIbHbIM KAeHOapeM NPUBUSOK NPU OMCYmMcmeuu
NPOMUBONOKA3AHULL CO CMOPOHbL OpYeUux opeamog u cucmem. [na npoguraxmuxu
8UPYCHO20 2eenamuma B ecem HOB0pOICOeHHbIM 8 meueHue nepevix 24 u HCU3HU 86005M
8aKYUHY 01 npoghunakmuxu eupychozo cenamuma B** (koo ATX JO7BCO0I, 3amem 6
eos3pacme 1 u 6 wmecayes. Ecmu mame — wnocumenn HBSAg, mo nposoosm

aOI’lOJZHumefley}O BAKYUHAYUIO 6 so3pacnie 12 MmecAyee.

6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIH
[TokazaHus IS TOCTIMTAIN3AIMN B MEJUIIMHCKYIO OpPraHU3aIHIo:
1) Tsokenoe HecTaOMIBHOE COCTOSTHHE PEOCHKA;
2) HeobxoanMocCTh KOppPEKLUH TUI0aTb0yMIHEMHUH;
[Toxa3aHus K BBIHCKE MAIMEHTAa U3 MEAUIIMHCKON OpTraHU3aIiu
1) CrabunbHOE yIOBICTBOPUTEIBHOE COCTOSTHUE peOeHKA
2) Crabunu3anus 1abopaTOPHBIX MOKA3aTeINeH, OTCYTCTBUE THITOATb0yMIUHEMUH.

3) OTCYTCTBI/IC HpOTI/IBOHOKaSaHI/Iﬁ K BBIIIHMCKE.
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B caywyae mnono3peHus Ha TOpPOK Ppa3BUTHS JKETUYEBBIBOAALIMX IyTeH, MalUeHT

HANPaBIIETCS B  NPOPWIBHOE XUPYPrUYECKOE OTICICHHUE Ui IPOBEICHUS

JOIMMOJIHUTCIIBHBIX MCTOIOB HCCICAOBAHUA U XHUPYPTHYCCKOI'O

cTaguoHapa.

JICYCHHA B YCJIOBUAX

7. JonoiHuTe1bHASA HH(pOpMaLus (B TOM Yuc/Ie PaKTOPbI, BJUSIOLINE HA

HCX0/1 3200J1eBAHNS UJIM COCTOSIHUA)

Hcxonpr CHUHApPOMaA XO0JIeCTa3a 3aBUCAT OT 3TUOJIOTUHA 3a00JIeBaHUs.

KpuTtepun onieHKku kayecTBa MeIMIMHCKOI 10

MOIIH

Ne OueHKa BHINOJIHEHHS]
Kpurepun xayecrBa
(1a/uer)

1. [BemonHeH cOop aHaMmHe3a M kajio0 mpu 3a00JeBaHUSX MEYCHU U Ha/ner
PKEITYEBBIBOJISIINX MTyTEH

2. [BoimonmHeH oOmumii (KITMHUYECKUIA) aHAIU3 KPOBU Pa3BEPHYTHIN Ha/ner

3. [BoimonHeH aHanu3 KpOBH OMOXMMHYECKUH OOIETEeparneBTUYECKUN Ha/ner

4. [BbImONHEHO WCCIEIOBaHUE KOAryjaorpaMmbl  (OPUEHTHPOBOYHOE Ha/uer
MicClIeTOBaHNE CHUCTEMBI TEMOCTa3a)

5. |BBIIOJIHEHO  HWCClIENOBaHWE  AHTUTEN K  NOTEHUUATbHBIM Ha/ner
Bo30OynuTesaM renatuta Metogom MDA (ompeneneHue aHTUTEN K
uromeranosupycy (Cytomegalovirus) B KpoBH, aHTHTEN K BHPYCY]

Kokcaku (Coxsacki virus) B kpoBu, aHTHUTEN K BUpyCy rematuty C
(Hepatitis C virus) B KpOBH, aHTHTEN K BHPYCY MPOCTOrO repreca
(Herpes simplex virus) B kpoBu, anTuTe K ToKcormiazme (Toxoplasmal
gondii) B kpoBu, anTHTen K OnemHoi Tpemoneme (Treponemal
pallidum) B xpoBwu)
6. [Bommomuneno III[P-uccnenoBanue KpoBH C 1EJbIO0 BBIABICHUS Ha/ner

MMOTEHINATEHBIX BO30yauTENEeH HEOHATaJIbHOI'O rernaTuTa)
(ompenenenne JJHK Bupyca Dnmireitna-bapp (Epstein - Barr virus)
Metonom [P B mnepudepuueckoii ¥ NyNOBUHHON KpOBH,
KOJIMYECTBEHHOE UccIeI0BaHue, orpeJiesIeHue JTHK]
iutomeranosupyca  (Cytomegalovirus) meromom  IIIP B
nepudepuyeckol W MYNOBUHHOM  KPOBH,  KOJMYECTBEHHOE
uccnenosanue, PHK Bupyca renarurta C (Hepatitis C virus) B KpoBH|
MeTonoMm [IL[P, konuuecTBeHHOE HCClEeOBaHME, AHTUTEHA BHPYCA
renatuta C (Hepatitis C virus) B kpoBu, JIHK Bupyca remarura B
(Hepatitis B virus) B kpoBu wMeromom I[IL[P, konmyecTBeHHOE
uccienosanue, aturena (HbSAQ) Bupyca rematura B (Hepatitis B,
virus) B kposu, PHK Bupyca kpacuyxu (Rubella virus) meromom ITLP,
B nepudepuyecko U MYNOBUHHOM  KpOBH, KadeCTBEHHOE
uccnenoBanue, JITHK npocroro reprnieca 1 u 2 Tunos (Herpes simplex

virus types 1, 2) wmeromom IIIIP B KpoBH, KOJWYECTBEHHOE
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uccnenoBanue, JIHK tokcormasmer (Toxoplasma gondii) metomom
[1LIP B nepudeprueckoil 1 MynOBUHHOW KPOBU

/. |BblmosiHeH MccieoBaHNue YPOBHS JKETUYHBIX KHCIOT B KPOBU Ha/ner

8. [BbImosHEH KOMILJIEKC UCCICNOBAHUN JUIS JUArHOCTUKH HAPYIICHUN Ha/uer
(YHKIIMH IIUTOBHUIHOM JKeJe3bl

0. |[BhINOIIHEHO HUCCIE0BAaHUE KUCIOTHO-OCHOBHOTO COCTOSIHHSI M TAa30B Ha/uer
KpOBHU (HCClIeJOBaHHE YpPOBHS BOAOPOIHBIX MOHOB (pH) B KpoBH,
YPOBHSI MOJIOYHOM KHCJIOTBHI B KPOBH, YPOBHS Oy(EpHBIX BEIIECTB B
KPOBH)

10. |BbIIOTHEHO  yNIBTPa3BYKOBOE HCCIEIOBAHUE OPraHOB OpPIOIIHOM Ha/ner
M0JI0CTH (KOMITJIEKCHOR)

11. [BbimoaHEHO yIbTpa3ByKOBOE UCCIIEI0OBAHUE TOYEK Ha/ner

12. BemmonHeHa sxokapauorpadust Ha/ner

13. [BemomHeH mpueM (0CMOTp, KOHCYJIBTAIMs) Bpada-AeTCKOro XUpypral Ha/uer
[IepBUYHBIN MPU NOJO3PEHUN HA OUITMAPHYIO aTPE3UI0

14. Bommonnen mnpueM (O0CMOTp, KOHCYJIbTAlMsl) Bpadya-reHETHUKA) Ha/ner
[EepBUYHBIN MMalMEeHTaM C HEOHATAJbHBIM XOJIECTA30M HESICHOMH
PTHOJIOTUN

15. [BeimonHeHO Ha3HAYEHHE MTUTAHUS CHIEIMAIN3UPOBAHHBIM MPOTYKTOM Ha/ner
NIETCKOT0 AUETUYECKOT0 (JIEYEOHOT0) C MOBBILLIEHHBIM COJEPKAaHUEM
CpeIHEIeNOYeUHbIX TPUTIIHIIEPUIOB

16. BoimonHeHO Ha3HaueHUe #ypCOAE30KCUXOJIEBOM KHUCIOTHI™* (KO Ja/uer
ATX A0O5AA02)

17. BemmonHeHo Ha3HaueHue #peruHona** (ButamuH A) (ko ATX Ha/ner

AL11CA), xonekanbuudepona** (kom ATX A11CC), Buramuna E

(kom ATX A11HA), #puromenaauona (kogq ATX BO2BA01)
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IIyukoBa AHHa AJjleKCaHAPOBHA - K.M.H., 3aBeAyIOlLIas 10 KIMHUYECKON padboTe
HAy4YHO-KOHCYJBTaTUBHOI'O NEAMATPUUECKOrO OTAeNeHUs IHCTUTyTa HEOHATOIOTNU
u nexuarpun OI'bY «HMMUL] akymepcTBa, THHEKOJIOTUU U IEPUHATOIOTUH UM. aKal.
B.N. KynakoBa» Munsapasa Poccun.

CrpoxoBa Tarbsina BuxkropoBHa — a.M.H., npodeccop PAH, 3aBemyromuit
orneneHueM llenmaTpuueckoil TacTpOIHTEPOJIOIUH, TE€NATOJIOTMN U AUETOTEPAINU
Knuaukun O®I'BYH «®DUIL] nutanus u OMOTEXHOJOTHHW», 3aBeAyrouuil kadempoit
ractpodHTeposiorun U aueroiorun OO0 ®I'AOY BO PHUMY wum. H.A.
ITuporosa Munsnpasa Poccun.

Tapan Haranua HukonaeBHa — crapmiuii HAayHBIM COTPYJHUK OTIEIEHUS

[eJUaTPUIECKON raCTpOIHTEPOIIOruy, rernaronoruu u guerorepanuu ®I'bYH « UL

43



15.

16.

MATaHUS M OMOTEXHOJIOTUHY, ACCUCTEHT Ka(eApbl TaCTPOIHTEPOJIOTHH U TUETOJIOTUN
OI'AOY BO PHUMY um H.U.ITuporosa M3 Poccun.

TymanoBa Ejena JleoHuaoBHa - a.M.H., mpodeccop, 3aciaykeHHbl Bpau PO,
TJIABHBIM BHEIITATHBIN CIEIUATUCT 10 MAaTOJIOTMYECKON aHATOMUU (JIE€TCKast CETh) T.
MockBa, 3aBenyromui Kadeapoil IMaToIOrHYecKO aHAaTOMUU W KIMHUYECKON
NaTOJIOTUYECKOM aHaToMuH eguarpuueckoro gaxkynsrera PI'AOY BO PHUMY um.
H.A. IluporoBa Mun3npaBa Poccum, 3aBeayromuii NaTOJI0r0aHATOMHUYECKUM
ornenenueM I'bY3 "Jlerckas ropoackas KiMHU4Yeckass OospHUIIA uMeHH H.D.
®unarosa" I3M

®uaunnoBa Ejgena AJjekcaHapoBHa -  K.M.H.,, pPYKOBOJIWUTENIb OTAEjNa
YJIBTPAa3BYKOBOM JIMarHOCTUKM B HeoHaTojoruu u mnexuarpun OI'BY "HMUIL]
aKyliepcTBa, TMHEKOJIOTMH U niepuHaroioruu uM. akaia. B.M. Kynakosa" Mun3zapasa
Poccun, poueHT kadeapsl TydeBol AUarHOCTUKH AeTckoro Bozpacta ®I'bBOY AITO

PMAHIIO Munzapasa Poccun.

KOH(i)J'II/IKT HHTEPECOB OTCYTCTBYCT
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN

MeTo/b1, UCIIONIB30BaHHBIE JIJIsI cOOpa/CeNeKINN JOKA3aTeNbCTB: MOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanwie  METO/JOB, HCIOJNB30BAHHBIX Ui cOOpa/CeNieKIMK  JT0Ka3aTeIbCTB:
JI0Ka3aTe’IbHON 0a30i Ul peKOMEHJAN SIBISUIMCH IMyOauKanuy, Bomeamue B KoxpanoBckyto
o6ubnmoreky, 6a3sl manusix PubMed, EMBASE u MEDLINE, Scopus, Web of Science, e-library,
clinicaltrial.gov, smexkTpoHHble OMOIMOTEKH, KIMHUYECKHE PEKOMEHIAIMH, pa3MEIIEeHHBIC Ha
pecypcax The National Institute for Health and Care Excellence, The European Association of
Perinatal Medicine, The European Society for Pediatric Research, The European Foundation for
the Care of Newborn Infants, The European Society for Neonatology. I'mybuna momcka
cocraBisuia 43 roja.

MeTo/1b1, UCTIONTE30BAHHBIC TSI OIICHKH Ka4eCcTBa U CHJIBI JIOKA3aTeIbCTB:

® KOHCEHCYC IKCIIEPTOB;
® OIICHKA 3HAYMMOCTHU B COOTBETCTBHH C PEUTUHIOBON CXEMOHA.

Hlkanel oueHku ypoBHeW noctoBepHocTH nokazatenbctB (YM) (Tabmuma 1,2) ans
METOJIOB JTUATHOCTHKH, MNPO(PMIAKTUKK, JICUCHUS © peadWiIuTanuy (IUAarHOCTHYCCKHX,
POQUIAKTHICCKHX, JICUCOHBIX, peaOMIIMTAIIMOHHBIX BMEIIATEIBCTB) C pacin(POBKOM | IIKasia
OLICHKH YypOBHEW yOenutenbHocTH pekomenganuii (YYP) (Tabmuma 3) ansa mMeronoB
npoQUIaKTUKKA,  JAUArHOCTUKM,  JiedeHUss u  peabumutaimu  (IpoUIaKTHYECKHX,
JMUAarHOCTHUYECKHUX, JICYCOHBIX, PEaOMIUTAIIMOHHBIX BMEIIATEIIbCTB).

Mertoapbl, UCTIOJIB30BAHHBIC JIJISl aHATN3a TOKA3aTeNbCTB:

e 0030pHI OMyOJUKOBAaHHBIX METAaaHATIN30B;
e cucTeMaTHueckue 0030pbI ¢ TAOIUIIAMH TOKA3aTEIbCTB.

Ornucanue MEeTOI0B, UCTIOIB30BAHHBIX JIJISI aHATIN3a JJOKA3aTeNbCTB.

I[Ipu otbope mnyOnukamuii, Kak TMOTEHIMATbHBIX HMCTOYHHUKOB JOKa3aTelbCTB,
MCIOJIb30BAaHHAs B KaXKIOM MCCIIEOBAHUN METOJIOJIOTUS U3y4alach JUIsl TOTO, YTOOBI yOIUThCS
B €€ BamuAHOCTH. METOJ0JOoTHYecKoe H3ydeHHe Oa3upoBaIOCh Ha BOMPOCaX, KOTOpPHIC
coKycHpOBaHBI Ha TEX OCOOCHHOCTSAX JW3aiiHa WCCIICJIOBAaHHMA, KOTOpPHIE OKAa3bIBAIOT
CYIIIECTBEHHOE BIUSHUE HA BATUJAHOCTh PE3YJIHTaTOB U BHIBOJIOB.

Jis  MUHUMH3AIUM  TOTEHIUAIBHBIX OMIMOOK CYOBEKTUBHOTO XapakTepa Kaxkaoe
HCCJICIOBaHKE OIEHUBAJIOCh HE3aBUCHMO, IO MEHBIIIEH Mepe, IBYMs WieHaMHU padoueil Tpymibl.
Kakune-mubo paznuuus B OLEHKax OOCyKJaluch BceW Tpymmoil B moiHOM cocrtase. [lpu
HEBO3MOXKHOCTH JIOCTIKEHHUS KOHCEHCYCA MPUBJICKAJICS HE3aBHCHMBIHN SKCIIEPT.

OKOHOMUYECKHI aHAIM3:
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AHanu3 CTOMMOCTM HE MPOBOAWICS, W NyOIuKanuu 1o (PapMaKO’IKOHOMHMKE He
AQHAJIM3UPOBAIUCH

Meto BAIMAN3ALMN PEKOMEHIALUI:

e BHEUIH:AA JKCIIEPTHAs OLCHKA,
e BHYTPEHHsS 3KCIIEPTHAs OLICHKA.

Onucanue MeTo/1a BaJIuAU3alMi PEKOMEH Ialluii:

Hacrosimupme pekoMeHpauuu B IpeABAPUTEIBHONM BEpCUM OBbUIM  PELIEH3UPOBAHbBI
HE3aBHCHMBIMHM 3KCIIEPTaMH, KOTOPBIX IMOIPOCHWIM IPOKOMMEHTHUPOBATH, IPEKIE BCETO, TO,
HACKOJIBKO MHTEpIIpeTalus JA0Ka3aTeIbCTB, JIEKAUIMX B OCHOBE PEKOMEHAALMHI, JOCTYIIHA UL
[IOHUMAaHUSI.

IloslydeHBl KOMMEHTApUM CO CTOPOHBI Bpay€il IEPBUYHOIO 3BEHA M YYaCTKOBBIX
IIEANATPOB B OTHOIIECHUU JOXOJYMBOCTU HM3JIOKEHUS PEKOMEHIAUUN M MX OLCHKU BaXHOCTHU
peKOMEeHIalUi, KaK pabo4yero NHCTPYMEHTA IOBCEJHEBHOM MPAKTUKH.

[IpenBaputenbHas Bepcusi Obula Tak)Ke HaNpaBi€Ha PELEH3EHTY, HE HUMEIOUIEMY
MEIUIUHCKOr0 00pa30BaHus, A IHOJIY4YEHUS KOMMEHTapHeB, C TOUKH 3pEHHUs IEpCHEKTUB
HAIEHTOB.

KomMmeHnTapum, mnoOJgydeHHBIE OT OKCIEPTOB, TUIATEIBHO CHCTEMAaTU3UPOBAINCH, U
o0CyXIanuch TpejaceaareneM W WwieHaMu paboueil rpymmbl. Kaxkaplii myHKT oOcyxpancs, u
BHOCHMBIE B DPE3YyJbTAaTE ITOTO WU3MEHEHHUS B PEKOMEHJALMU PErHCTpUpOBAINCH. Eciam ke
U3MEHEHUS HE BHOCUJINCH, TO PETUCTPUPOBAINCH IIPUYUHBI OTKAa3a OT BHECCHUS U3MEHEHUM.

KoHcynbTanus u sKkcrepTHas OILeHKa:

[locnenHue M3MEHEHMS B HACTOAIIMX PEKOMEHIALUAX MPEACTaBICHBI I TUCKYCCUU B

HpeI[BapI/ITCJIBHOﬁ BCpCHUU. OOHOBIICHHAs BEepcuAa Ui IMUPOKOTO 06CY)KI[€HI/I$I ObLIa pa3sMeliCHa

Ha caiite Poccuiickoro o6mectBa Heonaronoros (POH) www.neonatology.pro, www.raspm.ru,

https://portalcr.minzdrav.gov.ru/ _ams Toro, uYToOBI BCE 3aMHTEPECOBAHHBIC JIMIA HMMENIH

BO3MOXXHOCTb MPUHSAThH y4acTHE B 00CYKJIEHUU U COBEPILIEHCTBOBAHUH PEKOMEHIALINH.

[IpoekT pekoMeHaanuil peeH3upOBaH HE3aBUCUMBIMU 3KCIIEPTaMH, KOTOPBIX OIPOCUIIN
IIPOKOMMEHTUPOBATH, IIPEXKAE BCETO, JOXOIYUBOCTh U TOUHOCTh UHTEPIPETALUU JOKA3aTEILHON
0a3bl, NeKalield B OCHOBE PEKOMEH AL,

Jlis OKOHYATeIbHOW pEeNaKIMM M KOHTPOJS KayecTBa pEeKOMEHAAIMU ObUIM MOBTOPHO
MPOAHAIM3UPOBAHbl WIEHaMU paboueill TPyMNIbl, KOTOpblEe NMPUILIM K 3aKJIIOUEHUIO, YTO BCE
3aMEeYaHusl 1 KOMMEHTapUU SKCIEPTOB MPUHATH BO BHUMAHUE, PUCK CHCTEMaTHYECKUX OINOOK
npu pa3paboTKe peKOMEHAANNH CBEJICH K MUHUMYMY.

IleeBast ayauTopus JAHHBIX KJIMHUYECKUX PEKOMEH AN
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1. Bpaun-HEOHATOJIOTH

2. Bpauu-aHECTE3UOJIOTU-PEaHUMATOJIOTH

3. Bpauu-neauaTpsl

Tabauna 1.111kana olleHKH YpOBHEH q0cTOBEpHOCTH JoKazaTenbeTB (Y 1))t MmeTonos
JIUAarHOCTHKH (JIMarHOCTHYECKUX BMEIIATEIIHCTB)

YA Pacumn¢pposka
1 Cucrematndeckne 0030pbI UCCIICOBAHUN C KOHTPOJIEM peepeHCHBIM METOAOM WU

CHCTeMaTHYECKUI O630p PAaHAOMHU3HUPOBAHHBIX KIIMHUYCCKHUX I/ICCJ'ICIIOBaHI/If/'I C
IIPUMECHCHUEM MCTa-aHAIMU3a

2 OtnenbHbIE UCCIIEAOBAaHUS C KOHTPOJEM pe(GEepeHCHBIM METOAOM WJIU OTHENIbHbIE
PaHIOMU3UPOBAHHBIE KIMHUYECKHWE HCCIECOBAHUS M CHCTEMaTHYeCKhue 0030pbI
UCCIIeIOBAaHN  Jt000ro  AM3aifHa, 3a  HMCKIIOYCHHEM  PaHIOMHM3HPOBAHHBIX
KIIMHUYCECKHUX I/ICCJICIIOBaHI/IfI, C IPUMCHCHUEM MCTa-aHaJIM3a

3 HccnenoBanust 6e3 MOCIEAOBATEIbHOTO KOHTPOJS PEPEPeHCHBIM METOAOM WU
UCCIIeIOBaHUsI € pe(pepeHCHbIM METOJIOM, HE SBISIOUIMMCA HE3aBUCHUMBIM OT
HCCIIElyeMOI0 METO/Ia UM HEPaHIOMU3UPOBAHHBIE CPABHUTEIIbHBIE UCCIIEOBAHUS, B
TOM YHCJIE€ KOTOPTHBIE UCCIIEI0BaHMS

4 HeCpaBHI/ITeJII)HI)IG HCCIICO0BaHUA, OIIMCAHNEC KIIMHUYCCKOT'O CiIydas

5 Nwmeercs muimbp 000CHOBaHHE MEXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Tab6auuna 2. [1lkana orieHKH ypoBHEH 10cTOBepHOCTH JoKazarenbeTs (Y /1) mist MeToioB
NpOPUITAKTUKH, JICUYCHUS, MEIUIMHCKOW peaOuauTanud, B TOM 4YHCJIC OCHOBAHHBIX Ha
UCIOJIb30BAaHUU  IPHUPOJHBIX  Jie4eOHBIX  (aKTopoB  (MPOPUIAKTHUECKUX, JIEYEOHBIX,

peadbuIUTAIMOHHBIX BMEIIATEIbCTB)

YA Pacundpposka
1 | Cucrematunueckuii 0630p PKU ¢ npumeHeHnem mera-aHaiusa

2 | Ormenpable PKU w cucremaTwdeckne 0030pbI HMCCIIEIOBAHUE JTFOOOTO JM3aifHa, 3a
uckmouennem PKU, ¢ mpumeHeHneM MeTa-aHanmn3a

3 HepaHI[OMI/ISI/IpOBaHHBIe CPaBHUTCIIBHBIC HCCIICA0BaHUsI, B T.4. KOTOPTHBIC
HCCICOOBaAHUA

4 | HecpaBHUTENbHBIE HCCIEIOBAHNUS, ONIMCAHUE KIIMHUUECKOTO CIIydyasi MM CEPUH CITy4aesB,
UCCIIEIOBAHMS «CIy4ai-KOHTPOJIbY

5 HNmeeTcs nmumbp 000CHOBAHHME MEXaHHM3Ma JIECTBHUSL BMeEIIATElIbCTBA (I[OKJ'II/IHI/ILIGCKI/IG
I/ICCJ'IGI[OBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Ta6auna 3. Illkana omenku ypoBHeM yoOenutenbHocTH pekoMmeHmaimii (YVYP) mns
METOJIOB MPOQPUIAKTHKYU, TUATHOCTUKH, JICUCHHS, MEAUIIMHCKONW peaduInTalud, B TOM YHCIIe
OCHOBaHHBIX Ha WCIIOJIb30BAHUU TMPUPOIHBIX JeUeOHBIX (AKTOPOB (MPOQUTAKTUIECKUX,
JTUAarHOCTHYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

‘ YYP ‘ Pacuugposka
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A CunbHast pexomeHaamnus (Bce paccMarpuBaeMble KpuTepuu S(PPEeKTUBHOCTH
(I/ICXOI[BI) SABJIIIOTCA BaXXHBIMHM, BCC HCCICIOBAHUA HMMCIOT BBICOKOC HWJIN
VIIOBJICTBOPUTEIHLHOE  METOJIOJIOTUYECKOE  KadeCTBO, WX  BBIBOIBI IO
HMHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS] COIVIACOBAHHBIMU )

B YcioBHas pekoMeHanus (He BCe pacCMaTpUBaeMble KpUTEPUHU dPPEKTHBHOCTH
(I/ICXOI[BI) SABJIIIOTCA BaXHBIMH, HE€ BCC HUCCICAOBAHHA HMMCIOT BBICOKOC HIIHU
YIIOBJICTBOPUTEIHLHOE METOJOJOTHYECKOE KaueCTBO W/WIM WX BBIBOJBI 10
HHTCPCCYIOINUM UCXOAaM HEC ABJIAIOTCSA COFJIaCOBaHHBIMI/I)

C Cnabas pexoMeHaanus (OTCYTCTBUE TOKA3aTEILCTB HAJISKAIIEro KayecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3Q(HEKTHBHOCTH (MCXO/BI) SBISIOTCS HEBAKHBIMU,
BCE MCCIICJIOBAHMUS IMEIOT HIU3KOE METO0JIOTMYECKOE KAYeCTBO M UX BBIBOJIBI 11O
HHTCPCCYIOINM UCXOAaM HEC ABJIAIOTCSA COFJIaCOBaHHBIMI/I)

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIaMH.

Mexanu3sm  OOHOBJICHHS ~ KIMHUYECKHMX  PEKOMEHJIAlUW  MpelycMaTpuBaeT  HX
CUCTEeMATUYECKYIO aKTyaJIU3allI0 — HE PeXe YeM OJMH pa3 B TP rojia, a TAKXKe MPH MOSBICHUU
HOBBIX JaHHBIX C TMO3MIMH J0KA3aTeIbHON METUIIMHBI MO BOIPOCAM JAUArHOCTUKH, JICUCHUS,
NpOPMIAKTUKH W peadWIUTalud KOHKPETHBIX 3a00JIeBaHHM, HAIMYMU OOOCHOBAHHBIX

JIOTIOTHeHU/3aMeuanuil K panee yrBepkaéHHbiM KP, HO He yaie 1 pa3a B 6 MecsIes.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBHE

NOKAa3aHuM K NMPUMEHECHNTIO " IIpOTHBOHOKﬂCBﬂHHﬁ, croco0oB NMPUMEHECHUA U

103 JIEKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUM 10 NPUMeHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparTa

IIpuioxkenue A3.1 CBA3aHHbIE JOKYMEHTbI

JlaHHBIE KIIMHUYECKHE PEKOMEHIAINH pa3paboTaHbl C YIETOM CICIYIOIIUX HOPMATHUBHO-

IIPaBOBBIX JJOKYMEHTOB:

1.

®enepanbubiii 3akoH 0T 21.11.2011 Ne 323 3 «O06 ocHOBax OXpaHbl 3/I0POBbsI IPAKIaH
B Poccuiickoit @eaeparum.

[Ipukaz MunzapaBa Poccun ot 10.05.2017 Ne 203n «OO0 yTBEpX ACHUU KpPUTEPHUEB
OLICHKHM Ka4eCTBAa MEAUIIMHCKOM TOMOLI.

[Tpukaz MunznpaBa Poccun ot 21.04. 2022 No 274n «OO6 ytBepxkaenuu Ilopsiaka
OKa3aHUs MEIUIMHCKOM TOMOIIM TMalMeHTaM ¢ BPOXKIEHHBIMH U (WIIN)
HaCJIEICTBEHHBIMU 3200JIEBAHUSMU Y.

MexnyHapoaHas kiaccupukanys 0oje3HEH, TpaBM U COCTOSHUM, BIMSIONIMX Ha
3n0poBbe, 10-ro nepecmorpa (MKbB-10) (BcemupHas opranusanusi 34paBOOXpaHEHUs)
Bepcus 2019.

[Tpuxa3z Munzapasa Poccun ot 13.10.2017 Ne 804n «OO0 yTBepKI€HUH HOMEHKIIATYPHI
MEUIIUHCKUX YCIIYT».

Pacnopsixenue [IpaButensctBa PO ot 12.10.2019 Ne 2406-p «O0 yTBEpKIACHUH TTEpEeUHs
YKU3HEHHO HEOOXOIMMBIX M BKHEHIIINX JIEKaPCTBEHHBIX MIPEMAapaToOB, a TAKKE MepeyHei
JICKapCTBEHHBIX TNPENapaTtoB Uil MEAUIIMHCKOTO TPUMEHEHUS WU MHHHMAIbHOTO
ACCOPTUMEHTA JIEKaPCTBEHHBIX MPENapaToB, HEOOXOAUMBIX JJIs OKa3aHUS METUIIMTHCKOM
MTOMOLIH

[ocynmapcTBeHHBIN peecTp JIeKapCTBEHHBIX cpeacTs: https://grls.rosminzdrav.ru

Pacnopspxenue [paButensctBa PO ot 11.12.2023 Ne 3551-p «O0 yTBepkK/A1€HUU NEPEUHS
CHeHaIN3UPOBAHHBIX MPOJIYKTOB JIE4YEOHOT0 MUTAHUS I JE€TeH-UHBATUI0B)

[Tpuxaz MunzapaBa Poccum ot 17.04.2025 Ne 222n «O0 ytBepxkaenuun [lopsinka
OKa3aHMsI MEAMLMHCKOW MOMOIIHU MO MPOPUIII0 «HEOHATOJOTHs» (3aperucTpupoBaHo B

Munrocte Poccun 02.06.2025 N 82516)
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Ipuioxkenue b. AiropuT™Mbl 1eCTBHH Bpaya

Cxema 1 Auaroput™m auddepeHUHATBLHOH TUHATHOCTHKH 3200J/IeBAHMH TIeYEHH,

NMPOABJAIOIINXCH HEOHATAJIBHBIM X0JI€CTa30M.

HoBopoxaeHHslii ¢ xonectazoM

OrteHuTHh IBET CTyJ1a
Brimoaauts yJ'II)Tpa?)ByKOBOC HCCIICAOBaHUEC OPraHOB 6pIOI.IIHOI71 OJIOCTH
(KOMHJ’IGKCHOC) HaToIlIaK
1

[Ipu3HaKy BHENEYEHOUHOIO XOJIECTa3a: aXoJus CTya,
OTCYTCTBUE BU3YaJIU3aLUU JKEIIYHOTO Iy3bIps U ApYyrue
aHOMAJIMH TpH TpoBeeHnK Y 3 meueHn HaTomax.

Ja

HET

OGcreioBaHie B XUPYPTHYECKOM CTaIL[OHAPE

C LICJIBI0 BBIAIBJICHUS ITOPOKOB Pa3BUTHUA

JKETYEBBIBOSILNX MyTeN KpOBH)

BrImosHUTE aHaNU3 KPOBH OMOXUMHYECKHHA
o0IeTepaneBTHYECKUH (OmpeneseHne
AKTUBHOCTH I'aMMa-TIIIOTaMIITpaHcepassl B

I'TT noBeimena

Ja

Jud. nuarHoctuka 3a00eBaHui:

1. Xonecta3, OOYCIOBICHHBI TSDKEIBIM COCTOSIHHEM peOeHKa
(TpaH3UTOPHBI HEOHATAJBHBIH  XOJECTa3, CelCUC, TIIyOOKO
HEZIOHOIICHHBIC IETH U 1IP.).

2. Xonecra3, OOYCIOBJICHHBIH HACIEACTBEHHBIMH 3a00JIEBaHUIMHU
MIeYeHU

BEINONTHUTE HCCTIEIOBaHUE YPOBHS
xkemaHbIX kucnot (JKK) B kpoBu

o Jlebumnur anbda-1l-anHTUTpUIICHHA
HIIC u npyrue nmusocomusie BH.
o CunIpoM Anaxusuis
* MuTOXOHApHAIILHBIE 3a00JIeBaHHS 1 KK moBsIIIeHsI
e [ICBX 3 Tumna u apyrue TUIIBI, TpoTeKaromue ¢ Beicokoid ['TT
¢ bonesns Humanna-TInka tum C
e HeonaranbHbIH CKIEPO3UPYIOLIMHM XOJaHTUT
3. HeoHaranpHBIi reMOXpoMaTo3
4.CuHOpoM XonecTtasa, OOYCIIOBICHHBIH HEKOTOPBIMH THIIAMH

HACJICICTBEHHBIX FEMOJINTHYECKUX aHEMHI 1
. HET
5. Cunzppom XoJiecrasa, 00YCIIOBIICHHBII SHJOKPUHHBIMH
HapyIICHUSIMH (THIIOTHPEO3, MAHTUITOMUTYHTAPU3M)
\ 4 \4

Jud. nuarnocTrka 3a00JICBaHUI: [ud. nuarHoctika 3a001eBaHUiA:

¢ [ICBX 1,2,4 Tunos u apyrue tunsi [ICBX, e Hapymenue cunresa XK
nporekatonue ¢ Hu3kon I'T'T e Ilepokcucomuble 6ose3HN
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Mpunoxenue B. UnpopMmanus 1 mauueHTa

Yro Takoe X0J1eCTa3 HOBOPOKIEHHbIX?

HeonaTtanpHblil X01€cTa3 — 3TO COCTOSHUE Y MJAJCHUEB, NPU KOTOPOM HapyIIAETCs
OTTOK Ke€T4M U3 NedeHu. JKeaub — 3TO TEMHO-3€JIeHAs WU JKEITOBATO-KOPUYHEBAS JKUJIKOCTbD,
BbIpaOaTbiBaeMasi KJIETKaMHu TedeHu. JKenub MoCTymaeT M3 IMEYEHU B JKEIYHBIE IPOTOKH,
YKEITYHBIN My3bIPb, U 3aT€M B KUIICYHUK, [IOMOTas MUIIeBapeHuI0. Xo1ecTa3 BO3HUKAET JIN00 Ipu
3a00JIeBaHUU TI€UEHHU, JTUOO0 NpU HAIUYUM TPENSATCTBUS A OTTOKA JKEIYM U3 IEYECHU B
kumeyHuk. Korga xosecras BBISBISIETCS MPU POKICHUU WM BCKOPE IOCIE POXKICHHUS, €ro
Ha3bIBAIOT HEOHATAJIbHBIM.

Yo BBI3bIBAET X0J1€cTA3?

Xonecta3 MOXET OBbITh BBI3BAH MHOTMMH COCTOSHUSIMH, BKJIIOYas HWHMEKIHH,
AHATOMUYECKHE, TeHETUYECKUEe, META00JIMUYEeCKUEe U MMMYHHbIC HApPYIICHHS. XO0JIECTa3 TaKkKe
MO>KET OBITh BBI3BaH JICKAPCTBEHHBIMH CPEJICTBAMHU U TOKCHHAMU. OTHAKO B HEKOTOPBIX CIIyYasix
MpUYMHA XO0JIecTa3a ocTaeTcss Heu3BecTHOW. OaHoN u3 Haubosee paclpoCTPaHEHHBIX MPUYUH
XoJiecTa3a sIBIsSIeTCS OwiuapHas aTpe3usi, MPU KOTOPOH >KETYHbIE MPOTOKH HEMPaBUIBHO
(bopMHUPYIOTCS WK TTOBPEXAAIOTCS. Jpyrue cocTOsHUS, KOTOPbIE MOTYT BBI3BaTh HEOHATAJIbHBIN
XOJIECTa3, BKIIOYAIOT WHQPEKIUU (HApUMEp, IUTOMETAIOBUPYC) WM HACJICICTBECHHBIC
3a00JeBaHus (HapUMep, MPOTPECCUPYIOIINI CEMEHHBIN BHYTPUIICUSHOYHBIN X0JIECTa3, CHHIPOM
Anaxxusuist, MyKOBUCIUI03, Aepuuut anbda-l-antutpuricuna u apyrue). Bpau Bamero pedenka
MpOBEJET 00CIe0BaHNe, YTOOBI ONIPEACTUTh MPUYMHY HEOHATAIBHOTO X0JIecTasa.

KakoBbl HEKOTOpBIE MOCJIEACTBUSA X0J1€CTa3a Y HOBOPOKIEHHBIX?

[Teuens BakHa IS yJaleHUs TOKCUYHBIX BEIIECTB W3 OPTaHU3Ma, a TaKKe MPOU3BOIAUT
Oenku, TaKkue Kak ambOyYMUH U ()aKTOPHI CBEPTHIBAHUS, KOTOPHIE HEOOXOIUMBI IS KU3HH. JKemub
TaK)Ke Ba)KHA JUIsl MTUTAHUs, IOMOTasi yCBauBATh KUPBI U KUPOPACTBOPUMbIE BUTAMUHBIL. Y JI€TeH
C X0JIECTa30M MOTYT BOZHHUKHYTh TPYJTHOCTH C IT€PEBAPUBAHUEM ITHUIIIH, YTO MPUBOJIUT K 3aJIEPKKE
MpUOaBKH B BECE U POCTE. B TSXKENBIX CIydasx XoJiecTa3 MOXKET MPUBECTU K IIUPPO3Y NEYCHH U
noTpeboBaTh NepecaKy MeUYeHU.

KakoBbI cCHMIITOMBI X0J1€CTa32 Y HOBOPOKICHHBIX ?

JKenroe mpokpaimvBaHue KOKHA U CKIIEp TJIa3, HA3bIBAEMOE KEJITYXOU, Y4acTO SBJISETCA
OJIHUM W3 TIEPBBIX MPU3HAKOB XoJiecTa3a. XOTA OOJBIIMHCTBO JKEIATYX HOBOPOXKICHHBIX HE
BBI3BaHBI 3a00JIEBaHUSMHU IEYEHH, O HHUX CIEAyeT MOMHHTb, OCOOCHHO €CliH y peOeHKa ¢
JKEJITYXO0H MOdYa WMeeT HACHIIICHHBIH BT, a CTYJN CBeTNIbIH uinu Oenblii. bonee mo3mgHue
CHMIITOMBI XOJIECTa3a BKIIIOYAIOT YCTaJOCTh, IJIOXO€ NMUTAaHWE, TPYAHOCTH ¢ HaOOpoM Beca U
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MPU3HAKU acIUTa (HAKOIUIEHUE )KUJIKOCTH B KUBOTE), @ TAK)KE MOTYT BO3HUKHYTh KPOBOTEUEHUS
X MeCT 3a00pa KpOBH, >KEITYJAOYHO-KHUIIEYHOTO TPAKTa M JPYTHX OPraHOB M3-32 CHUIKCHHOM
CBEPTHIBAEMOCTH KPOBH.

Ha uro ciexyer o0paTuTh BHUMaHHE NPHU POKIEHUH HOBOPOKIEHHOT0?

Kentyxa B coueTaHMM C TEMHOW MOYON WJIM CBETILIM/OJIeMHBIM cTyloM. JKenryxa c
JpYTMMHU HapylIEHUSIMU B OPraHU3Me, B TOM YHCIIE B CEPJILIE, CENE3EHKE, KOXKE, I1a3aX U CKEJIETe.

Kak Bpauu oneHMBaIOT X0J1eCTa3 Y HOBOPOKIEHHBIX ?

Ecnu y Bamiero HOBOpOXIEHHOTO peOeHKa €CTh yKa3aHHbIE CUMIITOMBI, €[0 OCMOTPST
HEOHATOJIOI U XUpYypr. Bpau MoxkeT Ha3HAYUThH JOMOJHUTENbHbIE 0OCIEIOBAHUS: BBIIOIHUTH
aHaIN3bl KPOBU M MouM, Y3 meueHu, jKEIUHOTO Iy3bIPsl U JIPYIMX OpraHoB. Y HEKOTOPBIX
NAIMEeHTOB /IS JHATHOCTHKH TpeOyeTcs Ouoricus medeHd. bHomncHs medeHW 3akKiovaeTcsl B
3a0ope HEOONBIIOr0 KycOYKa IMEUEHH C TMOMOIIBI0 MAaJeHbKOM HWIJbl, MOKa Ball pPeOEeHOK
HaXOJIUTCA MOJ HAPKO30M.

KakoBo JieueHune xojiectasa y HOBOPO:KICHHbIX?

Bamemy peGeHKy MOryT OBITH Ha3HAYEHBI CHEIHATIBHBIE CMECH, YTO HEOOXOIMUMO st
yIy4IIeHUs] MHIIEBapeHHUs] U MPUOABKU B BECE, KOTOPHIE MOXHO KOMOMHHPOBATH C TPYAHBIM
MOJIOKOM. JIMIIIb B pEIKUX CllydasX IPOTHUBOIIOKA3aHO I'pyAHOE BckapMiauBanue. Kpome Toro, y
JeTel C CHHAPOMOM XOJIECTa3a BO3HUKACT JE(UIUT KUPOPACTBOPUMBIX BUTaMUHOB (A, /1, E, K)
BCJIE/ICTBUE HAPYLIEHHOTO BCACBIBAHMS KUPOB, B CBSI3U C YEM HAIMEHTHI MOJIYYaIOT JOTAIUI0
KUPOPACTBOPUMBIX BUTAaMHUHOB. Takxe OyIyT Ha3Ha4yeHbl Mpenaparbl, YJIyYlIalOLe OTTOK
XKemyu. Y HEKOTOPhIX MJIaJIeHIeB OOJIe3Hb NMPOrPECCHPYET U BBI3BIBAECT LIUPPO3, YTO MOXKET
noTpeboBaTh NEPECcaKy NEUYEHH.

KakoB nporso3 npu xosecraze HOBOPOKIeHHBIX ?

Hcxon HEOHATaIBHOTO X0JIECTa3a Pa3IMdaeTCsl B 3aBUCUMOCTH OT OCHOBHOW ITPUYMHBL. Y
HEKOTOPBIX NAI[MEHTOB COCTOSIHUE YJIYYIIAETCs CO BPEMEHEM, B TO BPEMs KaK Y IPYTUX COCTOSIHUE
MOKeT yXyamuThes. [Ipu HEKOTOpbIX 3a00eBaHMIX CYHIECTBYIOT JIEKAPCTBEHHBIE IpEnapaThl
WM IPOBOJIUTCS XMPYPrUUECKOe BMEIIATEeNbCTBO, MPUBOASIINE K BBI3I0POBICHHUIO UITH KJIMHUKO-
1a0opaTOpHOIl peMucCcHH, KOT/1a Ha (JoHe MpHueMa JeKapcTBa HOPMATU3YIOTCS WM YMEHbIIAIOTCS
nposiBienus 6one3nu. [locie Toro, kak Ball Bpay 3aBepIIUT HEOOXOAUMBIE UCCIIEAOBAHUS, IIJIaH

JICYCHUS U TIPOTHO3 OYIAyT 00CYKIEHBI O0Jiee Mo poOHO.
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IIpunoxenue I'1-I'N. llIkanbl oieHKH, BONPOCHUKHU U APYyrue OLeHOYHbIe
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX

PEKOMECHIALUAX

He npumenstorcs.



